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M.  WL/wLLK:  This  will  be  a meeting  of  the  Huntington's  Disease 

Commission,  May  20,  1977,  HEV7  South  Portal  Building,  Room  727A. 

GUTHRIE:  I have  a consultant  who  I'd  like  to  introduce  to  the 

members  of  the  Commission.  This  is  Robert  Aptekar,  sitting  at  my 
left,  who  is  a consultant  to  our  systems  agency  that  is  helping  us 
in  our  efforts. 

N.  V/EXLER:  Polly  is  one  of  the  vice  presidents  of  the  National 

Huntington's  Disease  Association  and  is  also  President  of  the 
Alabama  Chapter.  In  the  back  is  a gentleman,  named  Steve  Uzell — 
who  probably  can't  hear  us  because  he  has  the  earphones  on — from 
Spectrum  Communication,  who  is  going  to  be  preparing  our  slide 
presentation  and  will  be  taping  today.  There  will  be  some  people 
coming  later  today  from  Spectrum  to  do  photographing. 

GUTHRIE:  I think  this  is  a very  exciting  meeting,  if  I can 

predict,  because  this  is  our  opportunity  to  address  some  of  the 
questions  and  the  things  that  we  have  in  mind  about  what  we  want  to 
do  in  our  planning  for  the  work  of  the  Commission  in  our  final  report 
as  it  pertains  to  the  agencies  that  already  exist.  We've  all 
talked  about  how  do  we  relate  to  whom,  in  what  way  do  we  relate  to 
whom,  and  what  can  we  expect  in  the  way  of  help  or  problems  in  our 
relationship  to  the  other  agencies  that  already  exist  within  HEW 
and  outside  of  HEW,  Federal  agencies? 

I hope  that  when  we  start  all  of  you  partake  and  help  us  ask 
the  right  questions  and  look  for  the  interesting  answers.  Before 
we  start  I want  to  know  if  there  are  special  announcements  any  of 
you  would  like  to  make  about  the  work  you've  been  doing.  I would 
like  a report  from  some  of  the  people  that  we  haven't  seen  on  the 
testimony  that  was  taken  in  some  of  the  areas  where  various  people 
were.  Do  we  have  time  for  that,  Nancy,  or  not? 

N.  WEXLER:  No.  Let  me  ask  a question.  I think  it  might  be 

better  to  hold  that  until  tomorrow  because  I think  that — Charles, 
did  you  want  to  say  some  preparatory  words  about  what  you're  doing 
today . . . 

MAC KAY : Well,  just  very  briefly,  we  have  received  great 

cooperation  from  Federal  agencies  in  responding  to  our  request  to 
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have  representatives  here  to  discuss  recommendations  we've  been 
thinking  about,  some  of  which  are  fairly  well  formulated,  but 
nothing  completed  yet. 

Provided  for  you  is  a schedule  of  Government  witnesses,  with 
the  time,  identifying  the  agency  and  the  person.  Under  each  of  the 
agencies  you'll  find  keyed-in  Exhibit  A,  B,  C,  et  cetera,  on  the 
pages  following.  This  is  a little  bit  of  a background  sketch,  some 
of  which  you've  seen  already,  but  to  assist  you  in  identifying  where 
the  agency  fits  overall  in  the  Department  of  Health,  Education,  and 
Welfare  principally,  but  in  other  Federal  agencies  that  have  pro- 
grams related  to  the  recommendations  that  we're  considering. 

I see  that  Dr.  Meriwether,  from  the  Office  of  the  Assistant 
Secretary  for  Health,  is  here  and  ready  to  make  his  appearance 
before  us,  so  I think  without  delaying  we  should  begin,  because 
we'll  have  a tough  schedule. 

Just  by  way  of  format,  we  have  not  suggested  to  the  agencies 
that  they  prepare  an  extensive  presentation  of  the  programs--!  think 
we  know  that  fairly  well — but  that  they  be  prepared  to  answer  ques- 
tions along  lines  that  we  have  indicated  to  them  previously  and  that 
are  contained  in  the  materials  that  you  have.  So,  Marjorie,  if  you 
would  ask  Dr.  Meriwether... 

GUTHRIE:  Dr.  Meriwether?  Would  you  please  come  and  join  us 

at  this  table? 


TESTIMONY  OF 
DELAD>IO  MERIWETHER,  M.D. 

SPECIAL  ASSISTANT  TO  THE 
ASSISTANT  SECRETARY  FOR  HEALTH 
DEPARTMENT  OF  HEALTH,  EDUCATION,  AND  WELFARE 

MERIWETHER:  First  of  all,  let  me  express  my  personal  gratitude 

in  having  the  opportunity  to  appear  with  you.  I wish  to  first  of 
all  inform  you  that  there  is  a special  interest  on  the  part  of  the 
Office  of  the  Assistant  Secretary  for  Health  in  assisting  you  identi- 
fy and  implement  the  special  concerns  which  we  all  have.  In  your 
written  comments  to  Dr.  Dixon  the  emphasis  was  placed  on  having  a 
coordinative  function  in  assisting  the  agencies  in  carrying  out  the 
activities  tliat  we  identify  as  being  appropriate  and  scientifically 
possible.  It's  in  that  spirit  that  I am  personally  here  to  learn 
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ani  share  and  help  in  addressing  what,  of  course,  is  of  special 
concern  to  all  of  us. 

I Will  be  available  off  and  on  during  the  day  and  will  be 
particularly  interested  in  some  of  the  deliberations.  I somewhere 
along  the  way  would  like  to  get  a closer  view  of  some  of  the  thoughts 
you  have  in  respect  to  how  we  should  go,  and  we'll  all  appreciate 
reviewing  these  and  help  in  getting  them  done. 

GUTHRIE:  If  I may  comment,  I had  a lovely  visit  with  Dr. 

Dixon.  I know  that  he's  a friend;  I know  that  he's  a concerned 
person.  I think  our  real  problem  is  that  there  are  so  many  agen- 
cies, and  it's  hard  for  us  to  know  where  to  go  to  get  the  kind  of 
help  we  need.  And  I addressed  that  problem  to  him  a while  back. 

Can  you  give  us  some  ideas  as  to  how  we  can  in  some  way  get  the 
information  that  we  need  and  coordinate  the  efforts  of  all  these 
people?  I'm  sure  someone's  done  some  thinking  about  it.  What  do 
we  do? 

MERIWETHER:  Well,  everyone,  I think,  recognizes  the  importance 

of  having  a coordinated  function.  In  fact,  that  is  in  view  of  the 
Congress--very  appropriate  view--that  the  Commission  help  the  Public 
Health  Service,  which  has  principal  agencies  out  at  NIH  and  else- 
where, to  focus  on  approaches  to  this  problem.  I am  not  the  expert. 

I am  not  an  expert  (that  is,  we  have  the  Commission  and  members  of 
the  Department  out  at  NIH  and  the  various  Institutes) , and  I think 
that  the  experts  should  help  in  identifying  exactly  who  should  do 
what  and  where;  and  also,  attention,  of  course,  must  be  paid  to 
resources.  I'm  not  prepared  at  the  moment  to  specifically  artic- 
ulate who  and  where  and  those  kinds  of  functions.  That's  the  learn- 
ing capacity  in  which  I'm  here.  I'm  very  prepared  to  address  what- 
ever questions  and  issues  that  I can. 

GUTHRIE;  For  instance,  many  of  the  health  services  provided 
by  HEW  operate  without  regard  for  one  another,  which  we  know.  I'll 
give  you  an  example;  Children  and  maternal  and  child  health  eligi- 
bility leaves  a gap  of  medical  eligibility — Medicaid  eligibility. 

We  have  a problem  here:  What  do  we  do  with  these  children?  We  have 

the  gap.  What  can  we  do  to  find  some  way  to  assure  this  cooperation? 
What  can  the  Secretary  do?  We've  heard  this  need  for  cooperation.  I 
want  to  ask  you,  can  I ask  the  Secretary  what  he  will  do  to  make  this 
cooperation  possible? 
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MERIWETHER:  Certainly,  you  can  personally  address  the 

Secretary.  I would  of  course  point  out  to  you  that  the  Secretary 
has  a special  interest  in  illnesses  that  relate  particularly  to 
children.  It's  interesting  that  you  would  select  out  that  particu- 
lar aspect  of  health,  and  I welcome  that.  It's  one  area  that  the 
Office  of  the  Secretary  has  given  some  visibility  to  and  has  spoken 
out  quite  forcefully.  There  is  in  the  process  of  development  a 
children's  initiative  to  include  specific  efforts  aimed  at  providing 
them  protection  against  preventable  diseases.  I'm  talking  specifi- 
cally about  viral  diseases,  such  as  polio,  measles,  and  so  forth. 

In  the  past  month  and  a half  the  Secretary  has  made  public 
statements  that  there  will  be  efforts  undertaken  by  the  Department, 
of  which  the  age  part  is  a very  crucial  part,  that  will  aim  at  immu- 
nizing children  in  raising  the  level  of  protection  from  the  current 
60  percent  of  children  immunized  against  all  communicable  diseases 
up  to  at  least  90  percent.  If  you  recognize  that  these  are  very 
strong  statements,  you  should  know  that  the  Secretary  is  a very 
strong  aggressor — in  a very  positive  way — who  takes  on  responsi- 
bility, who  takes  initiative,  and  so  we'll  not  discourage  you  from 
interacting  with  the  Secretary... 

GUTHRIE:  I think  we  need  that  feeling--!  think  the  public 

needs  that  f eeling--that  when  we  go  for  help  we  want  to  know  where 
that  individual  stands,  so  that  we  know  how  we  work  with  even  the 
people  who  have  the  opportunity  and  power  to  do  the  things.  Isn't 
that  true? 

MERIWETHER:  Again,  I can  assure  you  that  even  at  the  level  of 

the  Office  of  the  Secretary  there  is  movement.  I don't  know  whether 
you've  had  a chance  to  compare  the  tally  cards  of  the  various 
Cabinet  members  in  the  current  Administration.  I don't  think  that 
we  are  lacking,  at  the  department  level,  in  visibility  or  action. 

I can  only  encourage  you  to  read  the  various  weekly  publications 
(Newsweek , Time , et  cetera)  and  to  pay  attention  to  what  it's  done. 
There's  an  interest  in  a number  of  health  initiatives;  the  handi- 
capped children,  the  Medicaid,  welfare  area  is  a particularly  tough 
area . . . 


GUTHRIE:  That's  right.  It's  a tough  onel 

N.  WEXLER:  I have  the  same  question  that  Mrs.  Guthrie  is 

asking  you,  but  maybe  you  could  give  us  some  background  on  what 
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kinJu  of  mechanisms  are  already  in  place  to  insure  that  kind  of 
coordination . 

For  example,  one  of  the  areas  that  we're  interested  in  is 
coordination  of  genetic  services  in  research.  We've  had  some  be- 
ginning familiarity  with  the  needs  in  this  area  with  the  National 
C.enetics  Act  because  it  calls  for  research;  it  also  calls  for 
cervices;  it  also  calls  for  research  on  how  services  are  to  be 
delivered,  and  it  really  is  a very  omnibus  bill.  One  of  the  big 
problems  seems  to  be  that  each  different  agency  within  the  PHS  has 
primary  responsibility  for  one  of  the  components  of  the  Act.  So, 
as  you  were  saying,  the  big  question  is  who  coordinates — and  it 
seems  clear  it  needs  to  be  from  the  top — what  kinds  of  mechanisms 
have  been  used  in  the  past  to  insure  that  kind  of  coordination,  and 
what  kinds  of  mechanisms  might  the  Secretary  be  considering? 

MERIV/ETHER:  I'm  not  prepared  to  speak  specifically  as  to  how 
in  fact  this  would  be  coordinated.  I can  only  talk  in  general  terms. 
They  relate  to  the  fact  that  the  Office  of  the  Assistant  Secretary 
for  Health,  with  his  principal  responsibility  of  overseeing  the 
major  health  initiatives  in  this  country,  of  which  Huntington's 
chorea  and  other  genetic  diseases,  metabolic  diseases,  are  all  a 
part,  that  is  as  crucial  an  element  as  any  other  component.  I can- 
not at  this  time  assure  you  or  point  to  a specific  person  other 
than  the  Office  of  the  Assistant  Secretary  for  Health.  I have  not 
talked  with  him  specifically  with  respect  to  whether  there  will  be 
a person  or  staff,  a group  of  people,  but  it  is  a coordinated 
function  of  the  Office  of  the  Assistant  Secretary  for  Health.  I'm 
sorry  I can't  give  you  any  names  at  this  time.  I am  sympathetic 
with  respect  to  having  specifically  pointed  out  at  the  time  of 
request  a person  I'm  not  prepared  to  name  at  this  time. 

SCHACHT:  Would  you  consider  it  appropriate  for  this  Commission 

to  recommend  that  some  type  of  a coordinated  position  be  created 
with  regard  to  genetic  diseases? 

MERIWETHER:  We  will  certainly  receive  any  recommendations  that 

you  make.  That  is  one  of  your  functions:  to  suggest,  advise,  and 
we'll  certainly  take  that  under  advisement. 

M.  WEXLER:  I notice  that  in  our  briefing  there's  a question: 

"What's  the  status  of  the  Ad  Hoc  Interagency  Coordinating  Committee 
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charged  with  implementation  planning  under  the  Genetic  Diseases 
Act?"  Do  you  have  any  information  on  tliat? 

MERIV7ETHER:  I do  not. 

GUTHRIE:  If  I can  comment,  I*m  concerned  that  when  it  comes  to 

child  services  tliere ' s no  advocacy.  Is  there  any  plan?  How  can  we 
get  the  citizens  involved  in  services  for  child  health?  There's  no 
advocacy  for  children,  in  that  sense.  Of  all  the  Federal  programs 
for  people  providing  care,  there’s  nothing  that  is  addressed  to  the 
needs  for  children;  specifically,  child  health  services.  We're  a 
group  of  people  who  want  to  make  recommendations  of  some  kind  to  get 
people  involved.  We've  been  looking  for  an  opportunity  for  citizen 
involvement.  I think  it's  something  that  I'd  like  to  point  out  to 
the  Secretary.  There's  no  advisory  committee.  There's  no  advisory 
committee  of  citizens  on  child  health.  You  have  it  for  everything 
else,  but  not  for  children. 

MERIWETHER:  I beg  to  differ  with  you  on  that.  There  are  a 

number  of  groups,  I think,  that  are  particularly  interested  in... 

GUTHRIE:  Advisory  committees  that  give  their  opinions? 

Consumers? 

MERIWETHER:  Well,  everyone  is  in  a position  to  provide  advice 

and  suggestions  as  individual  citizens,  as  are  groups  of  citizens. 
There  are  specific  organizations  trying  to  think  of  some — ranging 
from  PTA,  various  nursing  groups,  the  American  Academy  of  Pediatrics. 
These  are  not  consumers, necessarily , but  they  are  private  citizens 
who,  as  a part  of  their  profession  and  as  parents,  make  themselves 
well  known... 

GUTHRIE:  Yes.  But  that's  not  like  an  advisory  committee 

where  you  have  the  advisory  committee  of  the  various  agencies — like, 
I'm  on  the  Council  of  NIGMS;  I 'm  a public  servant,  in  that  sense. 
Shouldn't  there  be  some  public  servants  involved  with  child  care, 
too?  We  don't  have  any... 

MERIWETHER:  Well,  I am  especially  concerned  about  children, 

sure.  I think  we  all  are.  I hear  you  saying  as  one  of  the  mech- 
anisms the  identification  of  a specific... 
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GUTHRIE:  ...advisory  conunittee.  I mean,  I don't  know  if  it 

iti  tho  best  suggestion.  I'm  just  asking,  shouldn't  there  be  some 
kind  of  citizen  involvement,  not  just  because  you  feel  you  want  to 
pay  a visit  to  the  Secretary  and  tell  him  what  your  problems  are? 

The  {X)int  is  advocacy. 

MERIWETHER:  Well,  my  problem  is  I get  the  impression  that 

someone  is  prohibiting  that,  and  I don't  think  that  that  is  the 
case.  I don't  think  that  there  are  any  special... 

GUTHRIE:  Maybe  you  could  explain  to  me — I don't  know  if  the 

Council  would  like  to  know.  Can  you  just  tell  me  how  does  an 
advisory  committee,  for  instance,  get  appointed  to  anything?  Some- 
body--HEW--takes  the  trouble  to  investigate  and  brings  together  a 
group  of  people  and  they  are  appointed  and  they're  part  of  some 
agency.  Isn't  that  correct?  They're  part  of  an  agency?  Like, 
when  I serve  with  NIGMS,  I'm  part  of  an  agency  that  meets  three 
times  a year.  We  don't  have  that  for  anything  in  terms .. .maybe 
you  don't  think  it's  necessary.  I'm  asking  the  question.  I'm 
concerned,  and  I'll  tell  you  why  I'm  concerned,  and  maybe  you  can 
help  us  here. 

I felt  that  children  with  Huntington's  disease  were  never  even 
recognized,  and  we  had  to  go  for  developmental  disability  help;  we 
thought  we'd  try  to  get  into  there.  This  was  a battle,  just  to  get 
the  wording  into  the  Congressional  Record  that,  well,  yes,  if  there 
were  a child  with  Huntington's,  they  might  be  included  if  they 
matched  the  description  for  developmental  disability.  I would  have 
preferred  if  there  were  an  agency  that  I could  have  gone  to  and 
said,  "You  are  responsible  for  children.  We  have  children  with 
Huntington's  disease.  Are  you  going  to  help  us  fight  this  battle?" 

We  haven't  won  the  battle  yet  for  developmental  disability,  you  know. 
Maybe  it's  not  an  approach.  I'm  just  asking.  Do  you  have  any 
thoughts  on  it?  Maybe  you  can  help  us. 

MERIWETHER:  Again,  I don't  get  the  impression  that  children 

with  Huntington's  disease  are  discriminated  against  and  excluded 
from. . . 

GUTHRIE:  No.  I have  to  tell  you  that  they  are... 

MERIWETHER:  Well,  again,  I'm  here  to  learn  as  well... 
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GUTHRIE:  Let  me  say  that  the  children  are.  We  actually  have 

children  who  not  only  are  discriminated  against--no  one  even  recog- 
nizes that  they  have  a problem.  It  could  take  years  before  people 
say,  "Yes,  of  course.  This  diagnosis--misdiagnosis — okay,  we'll 
explain  it  to  you."  There  are  children  who  have  seizures  who  are 
misdiagnosed:  "Epilepsy." 

We're  thinking  now  in  terms  of  how  this  Commission — what  re- 
sources we  could  go  to  that  would  help  us  make  sure  that  where  there 
is  a child  who  has  this  disorder,  that  he's  not  misdiagnosed,  that 
he  gets  the  care  that  all  other  children  get,  that  he  gets  the 
special  education  that  all  these  children  require  and  the  financial 
resources  for  the  family  to  help  this  family  cope. 

I happen  to  know  of  a family  that  has  12  children  and  several 
of  them  already  diagnosed.  We  had  testimony  just  in  Wichita  last 
week  with  a woman  with  six  children,  and  three  of  them  already  have 
Huntington's.  She  is  destitute,  and  she  has  absolutely  no  place  to 
go.  And  she's  like  me:  I consider  myself  the  ordinary  woman  who 

turns  around  to  the  social  agency  in  her  community  and  says,  "Who's 
going  to  help  me?"  and  nobody  comes  forward.  So  I'm  suggesting, 
possibly  this  might  be  a worthwhile  thing.  Comments? 

SCHACHT:  I think,  Marjorie,  the  same  problem  is  with  the 

adult;  it  isn't  just  the  child.  It's  a matter  of  diagnosis  and,  as 
we  also  heard  in  Wichita,  "Twenty  years  before  the  adult  is  identi- 
fied and  diagnosed."  I'm  equally  as  concerned  about  the  adults  and 
the  lack  of  resources  and  concern. 

GUTHRIE:  And  the  advisory  committees  are  appointed  by  HEW. 

That's  my  point.  There's  a mechanism  for  appointing  advisory  com- 
mittees, and  there  should  be  somebody  on  the  Federal  level  who  deter- 
mines child  and  maternal  health  projects.  We  don't  have  it. 

MERIWETHER:  Well,  many  of  the  national  advisory  committees  are 

legislative,  and  certainly  this  Commission  is  an  outgrowth  of  that 
activity.  I think  it's  a very  appropriate  means  of  having  a need 
identified.  But  in  terms  of  prohibiting  that  services  be  given  to  a 
family  that  has  this  particular  genetic  disease  or  one  of  the  other 
dozens  of  genetic  diseases,  I don't  think  that  individuals  are  pro- 
hibited strictly  on  the  basis  of  having  that  label. 
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(lUTHKIE:  I question  that,  if  you  don't  mind.  I think  that 

linv  has  a responsibility  to  see  that  there's  input  from  consumers 
of  services.  That  would  be  helpful  to  assure  the  services  for  those 
that  they're  designed  to  serve.  I think  maybe  we  need  to  do  something 
in  some  kind  of  legislation  that  would  make  it  possible  to  have 
children  have  some  kind  of  representation  in  consumer  advocacy. 

This  is  the  discussion  that  I'm  interested  in  at  this  time.  And  I 
would  like  to  know,  if  we  did  such  a thing  and  recommended  such  a 
thing,  would  the  Secretary  support  something  like  this?  I think 
children  need  to  have  an  opportunity  to  be  heard,  from  the  parents, 
and  those  that  are  involved.  I mean  children's  services.  We're 
having  the  trouble  of  parents  who  don't  know  how  to  cope  with  this 
problem,  and  we'd  like  them  to  have  some  opportunity  to  speak  for 
their  children,  for  their  problems  in  some  kind  of  consumer  advocacy. 
Think  about  it. 

N.  WEXLER:  Could  I ask  just  one  more  question?  I think  it's 
a problem  that  we  find  repeatedly  at  every  level,  and  I believe  that 
other  commissions  have  had  the  same  experience,  and  that  is  the 
central  problem  of  coordination,  whether  it's  for  children,  or 
adolescents,  or  adults,  or  whoever.  And  then  on  the  community  level 
it's  very  difficult  to  try  to  find  out  what  in  the  world  is  avail- 
able. Whether  some  of  these  are  prohibited  or  not  maybe  is  not  so 
much  of  a problem  as  the  fact  that  nobody  finds  out  what's  there. 

If  you  happen  to  fall  into  it,  maybe  you're  taken  into  the  program. 
But,  particularly  if  it's  a disease  of  moderate  prevalence,  it's 
kind  of  catch-as-catch-can , whether  or  not  you  find  the  program  that 
meets  your  need  and  can  be  serviced  by  it. 

Then  going  up  the  ladder,  we  find  the  same  kind  of  problem  at 
the  Federal  level  that  is  very  difficult.  For  example,  with  compre- 
hensive research  and  care  centers,  to  try  to  get  all  the  funding 
streams  together  so  that  one  branch  of  the  Government  doesn't  have 
to  become  responsible  for  the  funding  of  the  entire  thing.  And, 
again,  it's  a kind  of  fractured  service  and  research  program. 

Again,  the  key  word  is  coordination  there.  Our  concern  is  that  we 
are  very  much  in  favor  and  committed  to  the  research  mandate  at  NIH 
and  want  to  protect  that  because  we  really  feel  very  strongly  that 
more  research  and  more  basic  research  need  to  be  done  in  these 
areas.  At  the  same  time,  we  want  to  have  centers  which  perhaps  can 
comprise  services  and  research,  and  it's  difficult  to  ask  NIH  to  do 
the  whole  package.  It's  difficult  to  get  the  funding  streams  in 
from  HSA,  HRA,  NIMH,  other  agencies  that  do  support  those  kinds  of 
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areas,  but  there  isn't  any  kind  of  coordination  for  it.  So  it's  a 
matter  of  trying  to  pull  all  the  pieces  together. 

The  two  questions  I think  we  have:  one,  is  can  the  Secretary's 

office  work  with  us  in  recommending  something  which  is  feasible  and 
practical  and  try  to  facilitate  that  kind  of  coordination  of  funding 
streams?  In  doing  this,  our  Commission  is  very  aware  that  the 
Secretary's  office  can  be  clogged  with  a whole  proliferation  of 
little  committees  and  commissions,  and  that  and  the  other.  You  hear 
jokes:  First,  there's  the  "Disease  of  the  Month  Club,"  and  then 

there's  the  "Commission  of  the  Month  Club,"  and  then  there's  the 
"Coordinating  Agency  of  the  Month  Club,"  and  that  each  commission 
has  left  some  vestige  of  itself  behind  in  the  form  of  a committee 
or  commission  or  advisory  body. 

There's  a certain  sensitivity  in  the  Government  now  about  the 
numbers  of  committees  that  are  in  the  Federal  Government,  so  that 
if  we  v/ere  to  recommend  a committee,  we  might  also  be  flying  in  the 
face  of  a policy  which  is  going  in  the  other  direction,  which  is  to 
tear  down  committees  and  to  reorganize,  and  we  want  to  work  with  the 
Secretary's  Office  in  making  the  recommendation  that  doesn't  fly  in 
the  face  of  what  the  Secretary's  Office  is  trying  to  do.  I'm  sure 
that  there's  probably  some  kind  of  a review  going  on  now  of  the  kinds 
of  committees  up  and  down  the  PHS  and  what  may  be  phased  out  or 
reorganized . 

If  the  Commission  were  to  make  a recommendation  that  there  be 
some  kind  of  an  office  or  advisory  body  or  committee  that  would  pro- 
vide coordination  for  either  genetic  or  neurological  services  and 
research,  can  you  give  us  any  sense  of  how  that  recommendation  might 
be  met? 

MERIWETHER:  I would  not  know  what  the  Secretary  would  elect  to 

do.  The  observations  about  the  attitude  of  members  of  the  Depart- 
ment, as  well  as  citizens,  that  there  are  too  many  committees, 
commissions,  advisory  bodies,  and  so  forth,  I think  your  observation 
on  those  is  correct.  There  is  some  concern  that  there  are  an  awful 
lot  of  groups  of  this  kind,  and  there  is  a review  underway.  I don't 
think  that  should  prohibit  one  from  considering  that  as  one  mechanism. 
It's  a challenge  to  try  to  think  of  other  alternative  ways. 

N.  WEXLER:  Could  the  Secretary's  Office  help  us  in  that.regard? 

You  must  be  thinking  of  some  alternatives  yourself. 
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MERIWETHER:  No.  I haven't  come  up  with  any  additional 

mechanisms.  If  I come  up  with  any.  I'll  certainly  share  them  with 
you . 


Another  thing  that  we  should  bear  in  mind  is  the  fact  that 
resources  for  health  are  quite  ample  in  terms  of--or  in  comparison 
to  how  expenditures  are  used  in  other  segments  of  our  society.  This 
whole  area  of  health  is  a major  business,  a big  industry  in  terms 
of  actual  expenditures.  There  are  in  addition  many  isolated 
diseases,  so  the  problem  comes  down  to  how  to  reprioritize.  What 
do  we  do  in  terms  of  Huntington's  disease  versus  some  other 
disease? 

GUTHRIE:  Can  I correct  you?  We  are  cooperating  with  families 

who  have  similar  disorders.  There  are  many  families  with  neurologi- 
cal impairment;  many,  many  families  with  genetic  impairment,  and 
this  Commission  has  already  taken  its  position  that  we're  not  going 
to  be  in  opposition  to  anybody.  I think  that's  important  for  you 
to  do. 

MERIWETHER:  I accept  that  correction.  But  the  issue  still 

comes  down  to  how  do  we  allocate  the  resources?  That's  where  you 
can  come  in  and  make  suggestions,  the  recommendations  in  that  re- 
gard. But  there  are  similar  expressions  of  interest  in  getting  a 
"piece  of  the  pie."  Can  we  say  that  genetic  diseases  are  more 
important  them,  as  important  as,  or  less  important  than,  metabolic 
diseases  such  as  diabetes;  or  are  they  more  equal,  or  less  than, 
arthritis,  or  sickle  cell,  or  any  of  the  hundreds  of  other  diseases? 
I hate  to  get  into  a debate  like  that. 

GUTHRIE:  Yes.  I have  to  say  that's  exactly  our  point.  V7e ' re 

talking  about  human  suffering... 

M.  WEXLER:  There  are  a lot  of  genetic  diseases,  too.  I think 

we're  really  coordinating  for  all  of  them, 

GUTHRIE:  I'm  very  proud  of  our  Commission.  I think  that  we've 

taken  a very  important  position;  that  our  concern  is  for  human 
suffering.  We  learned  about  it  by  way  of  Huntington's  disease,  but 
we  hope  that  our  recommendations  are  going  to  serve  many  people. 

I want  to  say — not  a correction,  but  it's  an  interpretation, 
if  I may — that  there  are  enough  resources  for  health  being  spent 
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in  terms  of  money.  That  may  be  so,  and  it  may  be  the  greatest  part 
of  the  pie.  I think  all  of  us  are  questioning  is  it  being  well 
spent  to  do  the  most  that  it  can  do  for  the  most  number  of  people? 

And  I think  that's  an  important  interpretation.  Right?  We  don't 
want  to  say,  "Well,  we're  spending  so  much  money."  We  want  to  say, 
"Well,  what  are  we  doing  with  the  dollars  that  we  are  spending?" 

When  you  say,  "VThere  should  the  money  go?"  I personally  speak  for 
myself  when  I say,  "It  should  go  where  it  will  do  the  most  good; 
from  a scientific  point  of  view,  in  the  research  area;  and  from  the 
human  need  point  of  view,  in  the  service  area."  I don't  want  to  say, 
"Put  all  the  dollars  right  now,"  as  we're  doing  for  instance,  "in 
the  cancer  program."  i personally — I speak  for  myself — think  that 
there  should  be  a more  equitable  division  of  research  dollars,  be- 
cause it  could  be  somebody  who  thinks  he's  doing  research  in  the 
neurological  area  who  may  come  up  with  answers  for  cancer.  I would 
like  to  see  a broader  distribution.  I think  this  is  part  of  our 
education.  I'm  sure  you  agree.  You're  shaking  your  head.  For  the 
record,  he's  agreeing. 

Any  other  comments  from  our  people?  Our  thanks,  and  our  very 
personal  hello  to  Dr.  Dixon  when  you  see  him. 

MERIWETHER:  All  right.  I will  give  your  personal  hello. 

GUTHRIE:  Thank  you.  Thank  you  very  much  for  coming.  Our 

next  scheduled  witness? 

MAC KAY : Our  next  scheduled  witness  has  not  yet  appeared,  and 

I was  just  going  over  some  other  logistic  details.  I'll  confer  with 
Dr.  McCarthy  for  a moment,  from  the  Health  Resources  Administration, 
to  see  if  he  feels  prepared  to  move  up  in  the  schedule  to  accommo- 
date us.  But  having  put  that  kind  of  pressure  on  him,  I don't  know 
what  he'll... 

GUTHRIE:  Let's  put  the  pressure  on  him!  How  about  that? 

Welcome.  Thank  you  for  coming.  Doctor. 
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TESTIMONY  OF 
THOMAS  McCarthy,  ph.d. 

ASSISTANT  ADMINISTRATOR 
FOR  HEALTH  SYSTEMS  LIAISON 
HEALTH  RESOURCES  ADMINISTRATION,  DHEW 

MCCARTHY:  Good  morning.  My  pleasure. 

I'm  Thomas  McCarthy.  I'm  with  an  organization  known  as  the 
Health  Resources  Administration.  At  this  point  in  time  this  is  one 
of  the  six  component  agencies  making  up  the  health  side  of  HEW.  As 
you  see,  our  agency  is  called  the  Health  Resources  Administration; 
concerned  with  health  resources,  their  conservation,  and  the  author- 
ization of  their  use. 

The  agency  has  four  centers  or  bureaus;  the  National  Center  of 
Health  Services  Research;  the  National  Center  for  Health  Statistics; 
the  Bureau  of  Health  Planning  and  Resources  Development,  which  was 
established  to  meet  the  dictates  of  the  recently  passed  Law  93-641 
relative  to  health  planning  in  the  United  States;  and  the  Health 
Manpower  Bureau.  We  see  ourselves  as  having  responsibility  for 
knowledge  generation  in  terms  of  better  using  resources  in  the 
health  field,  and  in  that  regard  spend  a lot  of  time  in  attempting 
to  better  understand  how  services  are  organized,  how  they  are  pro- 
vided, how  they  might  be  better  organized,  and  how  they  might  be 
better  provided. 

In  terms  of  the  Center  for  Health  Statistics  and  the  Center  for 
Health  Services  Research,  we  have  difficulty  all  the  time  in  a short 
time  frame  coming  up  with  tangible,  measurable,  definable  products 
that  have  facades.  Consequently,  over  the  past  few  years  the 
budgetary  process--we  haven't  fared  as  well  as  we  hoped  we  might, 
because  when  you  get  into  a time  of  constrained  resources,  areas 
like  knowledge  generation  suffer. 

I've  been  with  the  Public  Health  Service  for  about  15,  16  years 
and  have  spent  most  of  my  career  in  the  area  so  called  Health 
Services  Resources  and  Research.  I was  initially  involved  in 
helping  to  define  this  as  an  area  of  activity  within  this  country. 
Its  so-called  Health  Services  Research  may  be  10  or  15  years  old 
as  a discrete  entity.  I helped  the  first  deputy  director  with  the 
Senate  Health  Services  Research,  which  was  established  without  any 
money  and  any  people  in  1968,  during  Mr.  Johnson's  Administration. 
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When  I left  the  Senate  about  5 years  ago  we  had  a budget  of  close 
to  $70  million,  and  now  we  have  a budget  of  $30  million. 

I'm  just  pointing  this  out — trying  to  put  my  observations  in  a 
framework — in  that  in  the  area  of  Huntington's  disease  it  would  seem 
to  me  what  this  Commission  is  addressing  itself  to  in  this  whole 
area  of  chronic  neurologic  diseases:  How  can  one  best  identify  and 

best  use  the  resources  that  are  available  in  terms  of  obviously 
treating  these  people  in  a therapeutic  mode  and  the  maintenance  of 
their  dignity? 

In  the  Health  Resources  Administration  we  do  have  a Division 
of  Long-Term  Care,  which  in  the  letter  that  you  sent  to  Dr.  Margolies 
you  identified  as  one  of  the  areas  of  interest  and  concern  to  you. 

VJe  feel  also  that  this  whole  area  of  long-term  care  is  an  area  that 
deserves  more  attention.  But  in  order  to  give  it  more  attention,  we 
have  to  understand  it  better,  I guess;  and  in  order  to  understand  it 
better,  we  have  to  do  more  in  that  area.  So  we  did  recognize  within 
the  Health  Resources  Administration  that  this  was  an  area,  and  we 
moved  this  Division  of  Long-Term  Care  out  of  the  National  Center  of 
Health  Services  Research  and  brought  it  up  to  the  Administrator's 
level  with  an  attempt  to  give  it  more  identity  and  thereby — in  terms 
of  allocation  of  effort,  in  terms  of  human  resources  and  possibly 
dollar  resources  in  our  agency — give  it  more  attention. 

So  we're  at  that  point  in  the  development  of  attempting  to  do  a 
better  job  in  the  provision  of  health  care  in  this  country,  and  I 
think  the  level  of  dialogue  and  the  level  of  understanding  relative 
to  the  complexities  involved  in  the  provision  of  health  care  are 
better  understood  at  the  congressional  level,  in  the  executive  arm 
of  the  United  States  Government,  and  with  the  people  in  the  field. 

And  I think  also,  to  reinforce  my  predecessor's  comment,  we  are  in  a 
time  of  constrained  resources.  I don't  think  there's  any  doubt  that 
we  would  like  to  move  towards  some  form  of  universal  entitlement, 
but  there's  a recognition  that  it  has  to  be  done.  It  takes  money. 
That's  going  to  take  initially,  I would  think,  more  money  within  the 
governmental  side.  As  Senator  Kennedy  suggests,  we  have  to  look  at 
it  in  terms  of  total  amount  of  money  that  would  be  flowing  in  the 
total  society,  in  terms  of  the  implementation  of  the  original  title. 
Until  we  get  some  of  these  things  sorted  out,  it's  going  to  be 
difficult  to  move.  And  then  during  this  time  the  attempts  this 
Commission  seems  to  be  addressing  itself  to,  not  only  Huntington's 
disease,  but  the  whole  business  of  chronic  disease — chronic 
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neurr) loqical  disease,  have  to  somehow  or  another  be  addressed  to 
lh>\t  nodus. 


dUTHRIT:  Let  me  just  say,  I have  great  empathy  and  sympathy 

tor  your  comments  about  statistics,  because  10  years  ago  I thought 
I was  alone  with  Huntington's  disease.  But  with  a little  bit  of 
looking  I found  six  people,  and  those  six  people  helped,  and  v/e 
found  more  people.  And  it  was  the  statistics  and  the  availability 
of  finding  the  people  that  made  it  possible  for  us  to  even  get  to 
the  rx)int  where  we  could  get  the  help  we  needed,  even  in  getting  our 
Commission.  But  numbers  are  important.  Many  people  didn't  realize 
that.  I do  know  that's  what  happens,  so  I have  empathy  for  what 
you're  telling  me. 

Mow,  to  go  and  use  that  same  image  in  terms  of  long-term  care, 
ink  that's  what  we're  up  against;  that  there  are  a lot  of  people-- 
this  is  again  a personal  interpretation — who  I believe  sincerely 
need  long-term  care,  but  not  as  soon  as  they're  getting  it,  because 
they're  not  getting  the  kind  of  care  they  need  prior  to  the  long- 
term care.  And  Huntington's  is  that  kind  of  an  example.  We  have 
many  people  who  are  being  put  into  institutions — and  we  are  paying 
for  their  long-term  care--who  could  have  been  getting  help  outside 
of  the  long-term  care;  meaning,  not  institutionalization,  you  see, 
but  with  home  care,  if  the  opportunity  were  there. 

v;e  could  maybe  again  use  the  dollars  that  we  have  more  wisely 
i f we  would  pay  attention  to  those  who  don't  belong  in  the  institu- 
tions' long-term  care,  so  that  we  would  have  dollars  left  over  for 
those  who  really  need  it.  And  I think  our  families  with  Huntington's 
disease  are  definitely  in  that  category.  We  have  learned  from  our 
testimony  all  over  the  country  that  we're  hearing,  if  we  can  get 
help  to  the  family  who's  not  in  the  hospital  yet--be  it  food,  be  it 
education,  vocational  education,  be  it  medication,  treatment,  what- 
ever they  need  to  stay  in  that  home  as  long  as  possible  with  the 
services  they  need  (which  won't  cost  anywhere  near  as  much  as  what 
the  chronic  care  institutionalization  would  cost) — then  we'd  have 
dollars  left  over  to  take  care  of  those... 

McCarthy:  VJell,  I think  this  is  not  only  true  of  chronic 

disease,  it's  true  in  the  provision  of  health  services  across  the 
board.  We  now  have  health  planning  in  this  country,  and  health 
planning  is  a process--a  pretty  primitive  process — but  it's  inev- 
itable. It  seems  to  us  that  there's  no  way  that  we  can  proceed  in 
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delivering  services  with  the  amounts  of  resources  that  are  involved 
without  initiating  viable  and  effective  health  planning  capacities 
around  this  country,  but  it  has  to  be  done  within  our  participatory 
democracy.  If  you  look  back  in  history,  the  health  planning  activities 
started  back  in  the  thirties  and  really  got  their  first  roots  with 
the  passage  of  the  Hill-Burton  Act  in  the  midforties,  and  there's 
been  a progressive  improvement  in  the  capacity  to  planned  service 
as  well.  We  know  that  there's  an  attempt  to  do  more  in  the  preven- 
tive area  and  more  in  the  so-called  primary  care  area,  and  what  data 
we  have  indicates  that  that  would  be  more  effective. 

There's  one  other  problem  which  traditionally  has  been  that 
most  of  our  resources  are  tied  up  in  short-term  acute  institution- 
alized care.  In  our  agency,  in  terms  of  attempting  to  mount  innova- 
tive activities  to  see  what  would  happen  if  in  fact  you  do  need  this 
sort  of  thing  (if  you  were  talking  relevant  to  treating  people  at  a 
time  in  terms  of  developing  their  condition) , it  takes  money.  I 
mean  you  can't  deliver  services  if  you  can't  pay  for  them.  And  so 
we  recognize  that  there  has  to  be  some  attention  given  to  the  way  we 
reimburse  services:  through  Medicare,  Medicaid,  Blue  Cross — commer- 

cial barriers.  Again,  the  Congress,  in  its  wisdom,  has  identified 
and  appropriated  money  for  so-called  experiments.  The  thing  is  that 
what  we  have  to  do  is  accelerate  this  process,  to  redirect,  because 
it's  quite  obvious  that  in  the  immediate  time  frame  it's  going  to 
be  very  difficult  to  add  on  for... 

GUTHRIE:  I'm  not  talking  about  adding  on,  I'm  talking  about 

readjusting . . . 

MCCARTHY:  ...and  we'd  better  redirect  in  terms  of  information, 

and  that's  what  we  attempt  to  do.  We  attempt  to  have  an  integrated 
activity  within  the  Health  Resources  Administration  and  attempt  to 
get  better  information.  And  so  I think  we're  in  concert  with  what 
appears  to  be  the  thrust  of  the  Commission  in  terms  of  attempting 
to  do  this  across  the  board  for  chronic  neurologic  diseases. 

GUTHRIE:  Can  this  Commission  make  recommendations  that  would 

help  you  do  this?  What  can  we  do  to  help?  What  kind  of  recommenda- 
tions do  you  think  we  might  be  able  to  make  to  the  Congress?  We 
have  the  opportunity  to  address  the  Congress. 

MCCARTHY:  Marjorie,  could  I ask  a question  that's  antecedent 

to  that?  You  know,  like  the  Department  of  Defense,  it's  essentially 
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a L»ottomless  pit  in  terms  of  what  it  can  absorb.  For  the  first 
tine  in  our  history  we're  beginning  to  attempt  to  set  some  kinds  of 
parameters,  but  that's  not  going  to  happen  overnight.  That's 
going  to  take  maybe  a generation,  because  we  talk  about  equal  access, 
we  talk  about  class  containment,  and  we  talk  about  assurance  of 
quality,  but  we're  not  too  sure  of  just  what  all  that  means,  and 
that's  what  over  time  we're  attempting  to  bring  a better  under- 
standing about.  We're  beginning  to  realize  (again,  within  a 
societal  framework)  how  complex--and  it's  not  only  a U.S.  phenom- 
enon, it's  a worldwide  phenomenon  (not  only  in  developed  countries, 
but  in  developing  countries),  and  you  can't  obviously  disassociate 
health  from  social  services. 

N.  WEXLER:  Vlhat  you're  saying,  though,  I think,  is  again  the 

kind  of  question  we  were  raising  with  Dr.  Meriwether,  because  if 
one  agency  comes  up  with  something  very  creative  and  very  innova- 
tive, but  then  it  relies  on  another  agency  to  have  to  make  it  work 
--this  may  be  an  agency  outside  of  the  PHS.  But  our  concern  is 
that  the  problem  with  that  kind  of  territoriality  is  that  then  the 
program  just  falls  between  the  agencies.  As  you  said,  what's  re- 
quired is  a good  linkage,  and  our  concern  is  that  the  linkages  v;on't 
happen.  If  you  get  a multisystemic  disease  of  any  kind,  with  problems 
that  stretch  across  the  domain  of  all  these  other  agencies... 

MCCARTHY:  I spent  most  of  my  life  in  the  Public  Health  Service 

at  the  policy  level,  and  one  of  the  problems  that  we  had  was  this 
linkage,  having  the  left  hand  coordinate  with  the  right  hand.  I 
think  Mr.  Califano  seems  to  recognize  this,  in  terms  of  some  of  his 
initial  decisions  in  terms  of  reorganization,  and  I dare  say  that 
that's  only  the  beginning.  I think  in  this  Administration  there  is 
a desire  to  more  effectively  use  the  resources  in  that  form.  We 
have  to  do  that.  I don't  think  there's  any  way  out. 

And  like  you  were  talking  about... it's  a national  center  for 
health  statistics,  and  our  agency  is  probably  the  best  entity  of 
that  type  in  existence  anywhere.  The  Center  for  Statistics  has  a 
well -deserved  national  reputation  in  that  we  do  a fine  job  in  terms 
of  gathering  statistics.  But  we're  into  this  difficult  period  now 
of  attempting  to  do  something  in  terms  of  generation  of  health  care 
data  and  attempting  to  help  people  at  the  health  care  level  develop 
this  capacity  so  that  data  is  available  at  the  local  and  state  level. 
It's  not  easy,  but  we're  off  and  running  in  this  country  and  in  many 
ways,  ironically,  further  ahead  in  terms  of  organizing  capacities 
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in  all  areas,  of  attempting  to  develop  the  capacity  to  assure 
quality  of  care.  In  this  country  we're  leading  the  way.  It's  not 
easy.  We  try  to  balance  in  this  area  the  control  of  class  and  the 
reassurance  of  quality,  and  sometimes  one  gets  mixed  up  with  the 
other.  But  we're  doing  better. 

GUTHRIE:  Speaking  of  the  state  and  local  levels  of  planning, 

is  there  any  way  that  you  see  that  you  have  begun  through  the 
National  Health  Planning  to  integrate  what  you're  doing  on  national 
health  with  the  state  and  local  planning? 

MCCARTHY:  What  do  you  mean  in  terms  of  national  health... 

GUTHRIE:  You're  speaking  from  a national  point  of  view.  Is 

there  going  to  be  direction?  I understand  a lot  of  the  money  goes 
through  the  states,  but  who  on  the  national  level  integrates  what's 
being  done  on  the  national  level  with  what's  being  done  on  the  state 
level?  Is  there  some  planning  in  that  direction?  Now,  we've  been 
frustrated  in  all  areas.  I'm  trying  to  find  out  where  we  can  get 
some  help . 

MCCARTHY:  The  planning  activity  is  really  on,  but  the  thrust 

is  at  the  local  and  state  level.  Of  course,  there  has  to  be  inte- 
gration, like  if  we're  attempting  to  also  come  up  with  a definitive 
statement  in  terms  of  what  our  health  goals  are  and  what  criteria 
are  for  establishing  a median,  if  in  fact  we  seem  to  be  meeting 
what  our  health  goals  are.  The  Department  was  directed  to  set  up  a 
Council  for  Health  Planning  which  is  responsible  for  advising  the 
Secretary  in  this  whole  area  (What  are  our  goals?  What  are  our 
needs?  How  are  we  doing?) , and  that  Council  is  now  in  the  form  of 
being  established. . . 

GUTHRIE:  Can  we  have  some  input  into  that  Council? 

McCarthy : why  not? 

GUTHRIE:  I'm  just  wondering,  what  can  this  Commission  do  to 

bring . . . 

MCCARTHY:  It's  in  its  early  stages  of  development,  and  on 

that  Council  there  is  recognition  that  there  has  to  be  representa- 
tion across  the  board.  In  the  past,  the  Department  of  Defense  kind 
of  does  their  thing,  and  the  Veterans'  Administration  does  their 
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thing,  and  now  we're  beginning  to  realize,  within  a planning  context, 
that  there  has  to  be  some  sort  of  movement  towards  overall  strategy 
and  overall  planning.  On  that  Council — the  Assistant  Secretary  for 
Health  of  HEW,  the  Assistant  Secretary  for  Health  and  Environment 
in  the  DOD,  and  the  Chief  Medical  Officer  for  the  VA  sits  on  that. 

And  on  that  Council,  by  law,  there  has  to  be  representation  from 
the  local  planning  council  and  state  coordinating  committee,  but 
also  members  at  large.  My  instincts  tell  me  that  it  will  be  a very 
important  instrument  in  attempting  to  better  rationalize--again , 
that  is  within  a participatory  democracy — a way  of  doing  it. 

GUTHRIE:  Will  the  Council,  which  hasn't  started,  utilize  the 

state  plans  for  its  input  (in  other  words,  what  the  state  is  planning 
to  do)?  Will  what  they're  having  to  say  relate  to  the  Council?  The 
Council  is  not  citizens,  and  I'm  talking  about  us.  In  other  words, 
how  can  we  get  into  this  picture? 

MCCARTHY:  At  all  levels. 

GUTHRIE : How  do  we  get  in? 

MCCARTHY:  The  councils  are  there,  and  they're  being  set  up, 

and ... 

GUTHRIE:  Yes,  but  not  at  the  Federal  level.  That's  why  I'm 

asking  about  our  relationship.  Can  we  get  into  the  Federal  level? 

MCCARTHY:  Well,  the  Federal  Council  will  be — it's  an  open 

system.  Sure.  Like  I say,  that  Council  is  just  in  the  process  of 
being  established. 

GUTHRIE:  It's  not  clear  to  me,  but  I'm  assuming  that  what 

you're  saying  is  you're  working  on  a Federal  council... 

MCCARTHY:  Well,  there's  a council  that  by  law  has  to  be 
established  under  the  Health  Planning  Act  to  advise  the  Secretary 
of  HEW  relative  to  the  health  planning  area. 

GUTHRIE:  But  that  doesn't  include  people  like  us.  That's 

using  people  who  are  already  in  the  system. 

MCCARTHY;  No.  It's  a combination  of  representatives  from  the 
planning  capacities  that  are  being  set  up  around  the  country  and 
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citizens  at  large  which  have  ex  officio  representation  from  HEV7, 
DOD,  and  VA,  and  then  we'll  have  someone  from  the  so-called  private 
sector  as  chairman. 

N.  WEXLER;  Are  there  specific  numbers  attached:  so  many 

people  from  the  outside? 

McCarthy;  oh,  yes.  It's  written  in  the  law,  I think.  Five 
or  six  from  the  outside. 

N.  WEXLER;  Five  or  six  from  the  outside,  not  associated  with 
any  bureau. . . 

McCarthy:  well,  none  of  the  people  on  the  Council,  except  the 
ex  officio,  are  so-called  "inside  people."  It's  not  too  clear  yet 
how  they're  going  to  staff  that  Council,  because  the  way  the  law  is 
written  they  have  the  option  to  staff  the  Council  as  the  Council 
sees  fit,  so  they  have  the  option  of  having  staff  from  DHEW  or 
setting  up  their  own  staff,  or  some  sort  of  a mix. 

WILINTZ:  What's  the  official  title  of  this  Council? 

MCCARTHY;  National  Advisory  Council  for  Health  Planning, 
under  Public  Law  93-641. 

GUTHRIE:  Anybody  else?  Questions?  Nancy?  Anyone?  [No 

response.]  I hope  we  can  turn  to  you  again. 

MCCARTHY:  It  would  be  my  pleasure. 

GUTHRIE:  I feel  that  in  the  description  of  the  role  of  the 
health  picture  you  do  play  a very  vital  part  for  our  people,  and 
we  need  your  help  for  our  people  as  much — when  we  say,  "ours,"  you 
heard  me  say  before,  I don't  mean  just  the  HD,  I'm  talking  about 
those  who  need  your  help. 

MCCARTHY:  I wish  I could  have  done  a better  job  in  meeting 

some  of  your  concerns,  but  it  doesn't  seem  to  be  that  point  in  time 
and  history. 

GUTHRIE;  Well,  you  know  what  we  don't  know.  Right? 

McCarthy:  ...the  thrust  of  history,  I suppose. 
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GUTHRIE:  I think  that  if  more  people  are  aware  of  what  the 

process  is,  we  could  accelerate  it  or  we  could,  as  I say,  utilize 
what  we  have  better. 

McCarthy : Absoi utely 1 

GUTHRIE:  So  part  of  our  big  job  is  education,  and  we  hope 

we'll  be  able  to  use  your  resources  to  help  us  educate. 

MCCARTHY:  Well,  appropriate  pressure,  also. 

GUTHRIE:  That's  right! 

MCCARTHY:  Thank  you  very  much. 

T3UTHRIE:  Thank  you  very  much.  I see  two  friendly  faces;  one 

that  we  have  met  before.  It's  a pleasure  to  welcome  back  Audrey 
Manley  and  Rudolph  Hormuth.  Won't  you  join  us,  please?  In  some  ways 
we're  sort  of  back  where  we  started  from  the  last  time  we  spoke  with 
you.  Again,  we're  looking  for  recommendations  for  our  Commission 
that  might  be  helpful  to  you  in  your  programs  that  will  in  the  long 
run  be  helpful  to  the  people  that  we're  trying  to  serve  in  the  con- 
stituencies that  we  represent,  so  we're  anxious  to  know  what's 
happened  since  we  saw  you  last. 

TESTIMONY  OF 
RUDOLPH  HORMUTH 
and 

AUDREY  MANLEY,  M.D. 

BUREAU  OF  COMMUNITY  HEALTH  SERVICES 
HEALTH  SERVICES  ADMINISTRATION,  DHEW 

HORMUTH:  I suppose  you're  primarily  interested  in  the  genetic 

disease  area. . . 

GUTHRIE:  We're  very  interested  in  that! 

HORMUTH:  I think  what  is  happenina  primarily  is  some  basic 

planning,  development  of  some  specifications  for  potential  regula- 
tions, some  initial  attempt  on  the  part  of  a number  of  states  to 
develop  some  plans.  Beyond  that,  we  have  not  gone  very  far,  primar- 
ily because  there's  no  appropriation  either  of  supplemental  for  this 
year  or  in  the  pending  '78  budget. 
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GUTHRIE:  I hope  you  know  that  we  have  testified  in  behalf  of 

that  appropriation  before  the  House  Appropriations  Committee  and  are 
trying  to  do  our  share  to  get  funds  for  1978.  Maybe  we'll  have  money 
yet  to  work  with.  Who  knows? 

SCHACHT : ...said  that  there  were  some  states  that  were 

developing  plans  relating  to  that  genetics  bill.  Which  states 
are  they,  and  what  type  of  planning...? 

HORMUTH:  Based  on  the  recognition  on  the  part  of  a number  of 

states  that  there  was  a Genetic  Disease  Act,  I think  a number  of 
states  have  attempted  to  get  together  with  the  major  genetic  centers 
within  their  states  and  take  a look  at  how  they  might  begin  to 
develop  some  of  these  programs.  Some  of  these  states,  such  as  Ohio, 
California,  Nevada,  Virginia,  have  meetings;  they've  set  up  working 
committees  v;ho  have  begun  the  planning  process  of  how  they  would* 
attempt  to  implement  something  like  a genetic  disease  program  in  that 
area.  That's  about  as  far  as  they've  gone.  I think  there  have  been 
several  states  which  have  as  a part  of  that  planning  submitted  re- 
quests to  their  own  state  legislatures  in  terms  of  trying  to  imple- 
ment parts  of  this.  I know  presentations  have  been  made  to  state 
legislatures  in  Hawaii  and  Ohio.  Some  of  the  other  states,  where 
what  is  being  presented  to  the  state  legislatures  is  that  there  is 
a possibility  in  the  ultim.ate  of  some  Federal  support  (that  is,  an 
initiative  within  the  state) , will  help  the  state  legislatures  get 
started  in  that  direction. 

GUTHRIE:  We  have  a drastic  need  at  this  point  in  terms  of, 

as  I say,  not  just  Huntington's,  but  people  with  genetic  disorders. 

I think,  because  it's  a comparatively/  new  field,  that  we're  all 
facing,  you  knov;,  how  do  you  get  started? 

I'm  going  to  ask  a funny  question,  if  I may.  In  case  we  don't 
get  the  money  for  '78,  what  can  we  do  with  you  to  improve,  promote, 
educate,  get  some  kind  of  services  for  the  families  with  genetic 
disorders,  just  even  what  I call  referral  services,  counseling 
services,  psychiatric  services?  What  can  we  do?  Suppose  we  don't 
get  that  money,  do  you  have  something  in  your  agency  that  could 
help  us? 

HORMUTH:  Well,  we  have  some  things  going  in  relation  to  some 

of  the  specific  conditions,  such  as  the  sickle  cell  clinics.  We  are 
attempting  to  relate  a number  of  these  specific  areas  to  the  genetic 
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cent'irs  which  most  states  have  begun  to  designate.  The  basic 
supfKDrt  in  terms  of  the  capacity  within  these  genetic  centers  at 
the  moment  is  coming  from  Title  V of  the  Social  Security  Act.  And 
I think  at  least  through  that  mechanism  in  the  interim,  until  we  can 
actually  begin  to  implement  a program,  we  can  certainly  begin  to 
generate  some  knowledge,  some  information,  about  the  various  condi- 
tions that  would  be  involved.  We  can  begin  to,  through  these 
existing  centers,  document  needs,  we  can  begin  to  alert  the  health 
Si^rvice  delivery  system  as  to  v/hat  kinds  of  things  to  look  for,  what 
the  ixDtentials  are  in  relation  to  management,  treatment,  and  so  on. 

I think  this  is  probably  about  as  far  as  we  can  go... 

GUTHRIE:  I'm  concerned.  I don't  think  sickle  cell  centers 

would  welcome  us.  IJo... 

HORMUTH : Ho.  I'm  saying  that  there  are  designated  regional 

genetic  centers  which,  in  terms  of  the  kind  of  focuses  which  most 
state  planning  efforts  so  far  have... 

GUTHRIE:  Are  you  speakina  of  the  centers  that  are  supported  by 

NIGMS? 

HORMUTH:  No.  I'm  speaking  of  the  genetic  centers  which  at 

this  point  are  involved  in  service  delivery,  which  have  support  from 
Title  V,  and  which  the  states  are  looking  to  as  backup  resources  for 
the  network  of  local  delivery  services,  such  as  sickle  cell,  and  so 
on . 


SCHACHT : Are  you  referring  to  the  university  affiliated 

facilities? 

HORMUTH:  Part  of  them.  Part  of  them  are  involved.  But  we  are 

also  involved  in  the  support  of  20  genetic  centers... 

SCHACHT:  The  UAF ' s--actually  only  a few  of  those  have  any 

viable  genetic  component,  because  I've  gone  through  the  whole  list 
of  them. 

HORMUTH:  They  are  kind  of  related.  They're  utilizing  whatever 

genetic  unit  there  is  within  the  university .. .primarily  at  this 
point  and  exposure  of  their  students  to  genetic  counseling. 
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SCHACHT ; V'7ould  it  be  possible,  as  has  been  done  in  the  past, 
to  require  a percent  of  the  Title  V moneys,  either  MCH  or  CCS, 
state  formula  moneys,  to  be  spent  in  the  area  of  genetic  diseases? 

For  example,  for  mental  retardation,  of  which  a certain  percent  was 
required  to  be  expended  for  mental  retardation,  the  same  is  true  of 
family  planning. 

PRATT:  There  was  an  earmarking  by  the  Appropriations  Committee, 

and  there  was  an  increase  in  MCH  and  CCS  funds,  and  then  the  Appro- 
priations Committee  earmarked  a portion  for  half,  practically,  of 
that  increased  appropriation  for  special  services  for  the  mentally 
retarded . 

HORMUTH : Is  that  a viable  option? 

SCHACHT:  If  in  fact  Title  V is  going  to  be  administering  the 

genetics  bill,  it  would  expand  on  top  of  whatever  is  or  isn't 
appropriated . 

HORMUTH:  It's  a viable  thing,  provided  that  the  mandated 

ceiling  in  Title  V. . . 

SCHACHT:  I think  it's  also  possible,  even  within  those 

constraints,  from  our  own  experience,  that  you  can  pull  some  fairly 
reasonable  genetic  services  out  of  existing  funding,  if  one  is 
imaginative . 

HORMUTH:  There  is  already  considerable  investment.  As  I 

said,  we  are,  with  Title  V funds,  supporting  21  specific  genetic 
units . 

GUTHRIE:  Excuse  me,  Rudy.  I didn't  understand.  Where  are 

there  21  units?  What  kind  of  centers  are  you  talking  about? 


HORMUTH:  ...grants  to  university  medical  centers... 

GUTHRIE:  I see. 

HORMUTH:  ...in  terms  of  genetic  programs. 

GUTHRIE:  Well,  how  come  we  don't  know  about  it  as  a genetic 

center,  is  what  I'm  concerned  with... 
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SCHACIIT:  Are  they  designated  for  a psychogenetics  lab? 

Jocause  I think  Vanderbilt  at  one  time... 

hORMUTH:  Well,  Vanderbilt  was  one  of  them,  except  that  their 

focus  was  primarily  on  the  side  of  genetics.  They're  doing  some  of 
the  biochemical  assessments.  There's  a program  in  Chapel  Hill... 

GUTHRIE:  Now,  do  they  provide  services  to  people?  Is  there 

counseling  being  given  there? 

HORflUTH:  These  are  primarily  service  programs,  service  delivery 

units,  and  generally  they  cover  a catchment  area  which  is  fairly 
sizable  and  then  rely  on  a local  network  of  services  through  which 
to  deliver  their  expertise  and  service. 

GUTHRIE:  Now,  if  I sent  somebody  to  one  of  those  centers  who 

had  many  problems  concerned  with  Huntington's,  what  would  such  a 
center  offer?  I didn't  know  that  I could  send  someone  to  such  a 
center.  What  would  they  say  to  that  family? 

HORMUTH:  V7ell , if  you're  sending  them  for  counseling  (some- 

thing like  genetic  counseling,  you  know) , I think  most  of  them  would 
be  able  to  provide  some  kind  of  counseling.  I think  they  are  better 
prepared  to  provide  counseling  in  areas  in  which  they  have  the  avail- 
ability and  the  expertise  for  specific  diagnostic  determinations. 

The  real  strength  of  many  of  tiiese  centers  is  their  laboratory  capa- 
bility for  such  determinations. 

GUTHRIE:  So  you'd  have  a diagnostic  opportunity.  You  might 

have  counseling.  Would  there  be  any  opportunity  for  referral  to 
resources  for  assistance  of  any  kind? 

HORMUTH:  There  would,  yes.  This  is  part  of  the  program... 

GUTHRIE:  Has  anybody  checked  it  out  to  see  that  it's 

happening?  Because  I don't  even  know  that  it's  happening. 

SCHACHT : Could  you  supply  us  with  a list  of  these  genetic 

centers  and  what  their  resources  are? 

H0R1!UTH : Well,  these  resources  will  vary  in  terms  of  the 

centers . 
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SCHACHT:  Yes.  But  it  would  be  very  nice  to  know,  in  case  of 

making  referral,  where  they  are  and  what  specific  areas  of  diagnostic 
service  they  have.  And  I would  suggest,  frankly,  that  lists  be  dis- 
tributed to  the  state  MCH  and  CCS  programs,  because  I certainly 
haven't  seen  anything  in  17  years... 

GUTHRIE:  ...because  I certainly  haven't  seen  anything ...  Polly , 

did  you  want  to. . . 

DOBBINS:  May  I be  recognized?  I'd  just  like  to  comment  on 

this.  Dr.  Wayne  [Finley],  who  is  a geneticist  at  UAB  in  Birmingham, 
has  recently  written  to  the  Alabama  Chapter  and  asked  us  to  send 
him  a letter  of  request  in  which  we  will  receive  genetic  counseling 
free  under  this  Federal  proviso,  and  we  are  able  to  take  part  in 
this  program  in  Birmingham  at  the  University  of  Alabama. 

HORMUTH : This  is  one  of  the  20  centers  that  I spoke... 

GUTHRIE:  V7ell , I've  traveled  about  and  seen  many  of  the 

centers,  but  I have  never  seen  anyone  really  following  through, 
except  maybe  a visit  for  a diagnosis  or  conceivably  one  session  on 
counseling.  This  is  not  what  I'm  talking  about,  you  know.  I'm 
talking  about  really  servicing  people  with  the  needs.  I think  your 
suggestion's  very  good,  Lee.  I'd  love  to  have  some  description  of 
who's  doing  what,  where... 

HORMUTH:  We  can  provide  you  with  a list.  Again,  as  I said, 

in  general,  I would  think  that  these  kinds  of  centers,  such  as  the 
Birmingham  unit,  basically  cover  a catchment  area  of  about  2-1/2  to 
3 million  people,  so  that  in  many  instances,  while  they  can  provide 
the  diagnosis  and  evaluation,  they  are  dependent  upon  the  delivery 
of  counseling  services  in  the  local  area,  and  they  attempt  to  do 
this  through  local  existing  programs. 

The  other  half  of  this  model  that  I think  we  certainly  would 
attempt  to  put  in  place  with  funding  from  the  Genetic  Disease  Act 
is  what  is  happening  in  terms  of  the  sickle  cell  clinics,  where  we 
utilize  a local  resource  to  deliver  counseling  to  this  target  popu- 
lation. And  as  we  visualize  the  development  of  a genetic  disease 
program,  we  would  basically  utilize  the  existing  genetic  centers  as 
a tertiary  backup  resource  within  a statewide  area.  These  centers 
then,  covering  this  kind  of  catchment  area,  would  deliver  services 
to  local  clinics  and  local  units  such  as  the  sickle  cell  clinic 
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program  and  then  utilize  the  genetic  resources,  the  genetic,  centers, 
on  a regional  basis  for  backup  services,  for  laboratory  services, 
for  technical  assistance,  in  relation  to  consultation,  in  relation 
to  counseling  and  educational  materials.  Actually,  delivery  then 
would  be  on  a local... 

GUTHRIE:  About  how  old  are  those  centers,  would  you  say, 

approximately? 

HORMUTH:  The  ones  we  are  currently  supporting  by  and  large  were 

initiated  in  1963  as  a result  of  the  earmarking  of  crippled  children's 
money  by  the  Appropriations  Committee  in  that  year  for  special  ser- 
vices to  the  retarded,  with  some  emphasis  on  dealing  with  multi- 
handicapped children  and  the  prevention  of  those  kinds  of  conditions. 

GUTHRIE:  Well,  you  realize  that  I've  been  looking  for  services 

for  our  people  for  years,  and  here's  a program  that  started  in  '63 — 
and  we  don't  know  about  it  all  over  the  country--that  might  be  of 
help.  That  means  that  there's  someti.ing  wrong  about  making  this 
information  available  to  the  people  -or  the  people  don't  know  about 
it.  We've  been  looking... 

N.  WEXLER:  Our  staff  has  visited  you  several  times  and  we 

have  never  heard  about  it  either,  unless  we  were  just  not  listening. 

GUTHRIE:  So  I think  we  ought  to  do  something.  Can  we  recommend 

something  to  you?  Do  we  dare? 

N.  WEXLER:  Certainly  I 

HORMUTH:  V7ell,  again,  as  I've  indicated,  at  the  moment  we're 

involved  in  support  of  many  of  these  programs  which  does  not  go  very 
far.  The  bulk  of  them  are  involved  in  service  delivery  to  a rather 
large  catchment  area.  I don't  think  any  of  these  programs  are 
particularly  looking  for  additional  referrals.  I think  all  of  them 
have  certainly  much  more  to  do  than  they  can  handle  at  the  moment. 

GUTHRIE:  You're  not  going  to  tell  us  not  to  go,  not  that  you 

told  us  about  itl  [Laughter.] 

SCHACHT:  One  question.  If  you  got  the  $10  million  that's 

been  requested  under  the  genetics  bill,  would  that  go  to  the 
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existing  UAF ' s and  designated  genetic  centers,  or  would  those  be 
expanded?  Because  I'm  coming  from  an  area  in  v/hich  we  don't  have 
either . 

HORMUTH : I think  primarily  at  this  point  $10  million  would  go 

primarily  for  a statewide  coordinating  effort  and  for  putting  in 
place  some  of  the  local  services  which  would  be  supported  in  that 
way.  I don't  think  that  the  investment  of  $10  million  at  this  point 
in  the  development  of  genetic  centers,  per  se,  would  be  very  much, 
in  terms  of  actually  delivering  services.  These  are  expensive 
places  to  develop... 

SCHACHT : But  you  can  develop  a statewide  program,  a coordinated 

statewide  program. . . 

HORMUTH:  This  is  what  I'm  saying  we  will  be  doing  with,  for 

example,  $10  million  per... 

PRATT:  I want  to  be  sure  that's  not  going  just  to  UAF's  and 

existing  centers,  because  there  are  states  and  regions  which  do  not 
have  that  money  presently,  and  I'm  very  much  concerned  that  you're 
going  to  take  a very  narrow  view  of  how  to  administer  that  money. 

HORMUTH:  Well,  I think,  again,  states  who  would  receive  funds 

from  this  kind  of  an  appropriation  would  not  necessarily  be  limited 
to  its  utilization  within  the  state  boundaries.  If  I can  give  you 
an  example  of  the  kind  of  planning  that  has  gone  on  in  Nevada,  for 
example,  the  state  basically  feels  that  within  its  own  borders  it 
really  does  not  have  the  potential  or  the  strength  or  the  need,  per- 
haps, to  develop  a genetic  center  of  its  ov;n,  so  that  they  do  have 
two  existing  child  development  programs  which  they're  expanding  and 
which  they'll  use  as  the  focal  point  primarily.  The  state  is  going 
to  be  contracting  with  the  health  department  laboratory  in  Oregon 
to  do  their  newborn  screening  for  this.  They  have  6,000  live  births 
a year.  They  can  get  this  done  in  Oregon  for  five  different  condi- 
tions at  $2  apiece,  so  this  is  going  to  cost  them  $6,000.  They 
have  a contract  with  [Loma  Linda]  and  Dr.  [Senterwald]  to  come  into 
Las  Vegas  2 days  of  the  month  to  provide  genetic  counseling,  in  terms 
of  whatever  conditions  they  would  be  picking  up.  They  also  have  a 
contract  with  UC-San  Diego  to  do  the  laboratory  work  for  them,  so 
that  essentially  they're  beginning  to  develop  a plan  along  those 
lines  utilizing  existing  resources  in  other  states  which  they  feel 
are  fairly  competent  to  do  this. 
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;Jow,  the  State  of  IJevada,  if  funds  are  appropriated  for  a 
^tcnctic  disease  program,  would  be  utilizing  those  funds  for  the 
purchase  of  those  services  from  other  states  as  they  need  them,  as 
well  as  putting  in  place  within  their  own  state  borders  a network 
for  delivering  the  counseling  and  for  picking  up  these  different 
conditions.  This  is  the  way  they  feel  they  would  go,  so  that  in 
the  event  of  any  appropriation,  they  would  use  that  money  for  con- 
tracts, for  bringing  in  Dr.  [Senterwald] , for  having  laboratory 
work  done,  and  so  on,  and  use  their  existing  health  delivery  net- 
v/ork  in  order  to  pick  up  families  and  in  order  to  deliver  services. 

GUTHRIE:  V7hat  was  that  figure?  I'm  sorry.  About  hov;  much? 

IIORMUTH : Currently,  we're  supporting  21  UAF ' s , and  that's  a 

little  over  15-1/2  million... 

GUTHRIE:  Well,  in  a sense,  he's  explaining  why  in  a way  he 

doesn't  want  our  people  to  go  to  that  center:  Because  you  don't 

have  the  means... 

N.  WEXLER:  Does  that  include  genetic  studies  and  counseling 

and  all  the  rest  of  that? 

HORIWTH:  It  includes  staffing,  the  staff  of  the  centers; 

some  staff  time  is  used  for  teaching  in  these  centers;  it  includes 
laboratory  supplies,  resources,  and  so  on... 

SCHACHT : But  all  of  those  centers  do  not  provide  the  same 

range  of  services... 

HORMUTH:  Right! 

N.  I'TEXLER:  Say  a family  would  go  to  Vanderbilt,  or  wherever. 

What  would  be  the  difference  between  going  to  one  of  your  funded 
centers  and  just  going  to  any  university  that  probably  has  a genetics 
department  and  a counseling  center  to  a Huntington's  family? 

STELLAR:  Probably  no  difference.  You  see,  your  resources  are 

really  added  to  theirs;  they're  not  separate  entities.  You're  not 
supporting  a genetic  center,  you're  really  infusing  some  money  into 
existing  facilities.  Maybe  some  of  them  didn't  have  much  in  the  way 
of  genetic  services  at  first,  and  you  gave  them  some  money,  or  are 
giving  them  some  money,  that  allows  that,  or  they  add  to  it.  I'm 
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certain  that  every  one  of  those  individuals  is  doing  a lot  of  other 
things  and  getting  support  from  other  sources,  too. 


IIORMUTH : And  if  you  look  at  a genetic  center,  per  se, 

that ' s . . . 

STELLAR:  It's  really  a center  in  the  abstract. 

GUTHRIE:  It  includes  some  help--some  help  to  some  people 


STELLAR:  Right.  It's  a kind  of  service  any  medical  center 

might  be  giving  if  it  has  resources,  and  part  of  its  resources  are 
coming  from,  you  people. 

KORMUTH : Except  that  in  a number  of  instances,  as  part  of  the 

state  planning  effort  stats  health  departments  are  basically  desig- 
nating them  as  centers  in  terms  of  two  areas:  one,  in  relation  to 

followup  of  newborn  screening  results.  In  other  v;ords , if  the  posi- 
tives are  picked  up  and  given  to  the  state  department  laboratory, 
these  families  are  referred  to  the  designated  centers  for  followup 
and  management.  The  sam.e  kind  of  thing  basically  is  being  done  in 
terms  of  antenatal  diagnosis  in  relation  to  amniocentesis  findings,, 
which  again  are  referred  to  those  centers  for  this  kind  of  thing. 


GUTHRIE:  Can  I just  check  you?  What  makes  these  services 

available?  I'm  trying  to  figure  out — is  there  some  kind  of  criteria 
for  eligibility? 

HORMUTH:  For  individual  patients... 

GUTHRIE:  Yes.  We  want  to  come  for  these  services  to... 

STELLAR:  I wouldn't  think  so.  Any  patient  can  be  referred  by 
the  surrounding... 

GUTHRIE:  Well,  I'd  like  to  know  if  that's  true.  Can  any 

patient  come  in  there? 

STELLAR:  Well,  there's  no  prohibition,  Marjorie... 

HORMUTH:  State  criteria.  Now,  the  referral  system  within  any 

medical  center  will  differ,  of  course.  Patients  may  enter  here  and 
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t.hcn  c,'et  referred  to  the  center,  or  a portion  of  the  staff  would  work 
vjita  a particular  clinic  operation  within  the  university  setting. 

(lUTHRIE:  I'm  thinking  about  our  Commission's  task.  We've 

been  thinking  all  along  about  making  some  kind  of  recommendation, 
obviously,  that  will  take  care  of  the  families  who  have  Huntington's 
and  other  genetic  disorders  in  their  family.  Now,  we  have  to  de- 
cide: Are  we  going  to  say  we  want  additional  centers,  or  can  we 

(;et  into  the  ones  that  already  exist,  and  on  what  basis  would  we  be 
able  to  get  in?  Even  though  you  are  short  of  funds — I understand 
that  problem--we  have  to  decide  what  kind  of  recommendations  v;e 
want  to  make  that  are  going  to  service  our  people. 

STELLAR:  But  I don't  think  we  should  take  the  view  that  there's 

a problem  getting  in... 

GUTHRIE:  I'm  taking  the  viev/  when  he  tells  me  there  are  not 

enough  dollars... 

110R:iuth.  No.  lie  has  nothing  to  say  about  those  referred, 
actually . . . 

GUTHRIE:  Is  that  so? 

STELLAR:  Of  course  1 Any  physician  or  other  individual  who  has 

such  a problem  can  obviously  refer  the  patient  to  that  service  if 
the  service  is  a service,  in  fact;  if  it's  a service  for  patients, 
the  patient  can  be  referred.  The  question  might  come  up:  How  is 

it  paid  for?  Does  the  patient  have  to  pay  a fee?  VJell , if  they're 
supplying  money  for  the  services,  then  the  answer  must  be  no,  or 
there  would  only  be  a part  fee,  but  that  might  vary  from  center  to 
so-called  center. 

N.  WEXLER:  It's  a good  questioni  Maybe  we  ought  to  hear  the 

answer  I 

GUTHRIE:  Yes.  I'm.  concerned  about  that,  because... 

STELLAR:  That  information  we  should  have,  as  to  whether  it 

should  cost  the  patient.  Our  patients  are  being  deprived  of  it 
because  they  can't  pay  for  it. 
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GUTHRIE:  Eligibility,  you'rs  saying,  is  an  open  area  to 

anybody . . . 

IIORjMUTH:  Eligibility  is  set  by  the  medical  center.  Whatever 

eligibility . . . 

GUTHRIE:  Wow,  wait  a minute  I V7aitl  Wait  I I think  I've  got 
a key  question.  If  you  are  saying  that  it  depends  on  the  center's 
request  for  eligibility,  I know  already  then  that  there  are  some 
centers  who  say  they're  only  aoing  to  take  in  people  who  are  in- 
volved with  m.ental  retardation.  Now,  that  leaves  our  people  out, 
alt?iough  vie  may  have  some  m.ental  problems.  This  is  what  worries 
me.  See,  it's  not  known  as  a genetic  center,  per  se,  in  the  first 
place.  V7hen  you  talk  about  the  criteria  and  the  eligibility  of 
different  centers  beinq  different,  maybe  that's  why  again  we're  not 
getting  the  whole  story;  that  the  eligibility  does  come  from  some 
standards  that  each  center,  as  you  say,  has  set. 

HORjMUTH  : I thought  you  were  raising  questions  about  financial 

help . . . 

GUTHRIE:  Oh,  no.  I'm  talking  about  who  gets  in. 

STELLAR:  Well,  ordinarily,  in  the  case  of  medical  referrals, 

if  there's  something  called  a genetic  center  where  services  are 
available,  there's  no  barrier  or  discrimination  as  to  what  type 
of  specimen  gets  there. 

GUTHRIE:  That's  not  what  Rudy  said. 

STELLAR:  No.  But  ordinarily  that's  not  the  case.  In  any 

community  in  the  United  States  a physician  or  other  referring  indi- 
vidual can  request  a service  if  the  service  is  available.  If  I 
want  to  send,  let's  say,  a patient's  specimen  for  chromosome  analysis 
in  my  own  center,  for  example,  or  in  any  other  one,  there's  no  ques- 
tion as  to  what  the  diagnosis  is  or  whether  it's  a proper  referral. 
It's  accepted.  The  question  that  can  arise  is  how  is  it  going  to  be 
paid  for?  If  the  patient  has  to  pay  $500  for  a specimen,  I'm  going 
to  think  twice  before  sending  it,  and  I would  ordinarily  say,  "Well, 
it  just  can't  be  paid  for  unless  the  insurance  covers  it."  This  is 
the  same  for  all  kinds  of  referrals  in  all  kinds  of  hospitals,  uni- 
versities, laboratory  setups,  radiological  setups;  it  doesn't  make 
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any  difference.  Nobody  screams  from  the  standpoint  of  their  own 
need  as  long  as  it's  a proper  referral. 


GUTHRIE:  I think  you're  wrong,  Stan. 

STELLAR:  Well,  I do  it  every  day! 

GUTHRIE:  That  depends  on  whe’re  you  send... 

STELLAR:  I could  send  them  anywhere. 

APTEKAR:  But  that's  assuming  that  the  technical  professional 

resources  are  available. 


HOW-IUTH:  Of  course! 

GUTHRIE:  That's  right.  If  the  center  has  limitations,  then 

it's  not  going  to  be... 


APTEKAR:  It  won't  have  that  kind  of  a limitation.  It  won't 

have  the  kind  of  limitation  normally  that  says,  "Well,  this  speci- 
men is  from  a patient  with  diabetes.  We  can't  do  it."  Normally, 
they  don't  do  that.  But  of  course  they  may  limit  it  in  other  ways. 
If  they  don't  have  too  much  in  the  way  of  resources,  they  may  not 
advertise  the  fact  that  they  have  the  service,  or  they  may  cut  it 
down,  or  they  may  say,  "Well,  we  can  only  do  one  a week,"  or  some- 
thing like  that,  or  "It  must  be  paid  for  out  of  Blue  Cross,"  or 
maybe  Blue  Cross  pays  it,  but  maybe  Medicare  doesn't. 


You  see,  that's  the  kind  of  limitation  that  com.es  up.  That's 
the  practical  problem  that  you  have  with  the  patient  with  Huntin- 
ton's  disease.  VThere  do  you  send  the  patient  with  Huntington's 
disease  who,  let's  say,  has  no  family,  or  his  illness  is  so  severe 
that  the  family  can't  take  care  of  him,  and  he's  in  an  acute  hospi- 
tal, or  he's  not  in  any  hospital.  That's  where  you  have  your 
problem. 

Could  I ask  the  witness  a question?  Are  these,  what  you  call 
genetic  centers,  included  as  money  reserved  under  crippled  children’s? 
Is  that  v;hat  you  said? 


HORMUTH:  Most  of  them  are  supported  v?ith  reserve  funds  from 

the  crippled  children's  appropriation. 
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APTEKAR:  Okay.  Therefore,  my  understanding  v/ould  be  that 

they  would  come  within  the  stats  crippled  children's  plan.  Is  that 
correct? 


HORIvIUTH: 
APTEKAR: 
HORMUTH : 


No.  These  are  direct  grants... 

...they're  direct  grants... 

...from  institutions  of  higher  learning... 


APTEKAR:  . . .direct  grants  then  monitored  by  the  bureau 

directly,  exclusive  of  the  state  plan.  Is  that  correct? 


HORIIUTH:  Exclusive,  you  mean,  of  the  state  crippled  children's 

plan? 

APTEPQAR:  That's  correct.  So  then  the  determination  for  who 

is  eligible  to  receive  funds  under  this  grant  would  be  written  either 
then  by  BCHS  as  the  monitoring  agent  responsible  for  those  funds 
and  within  its  guidelines  for  the  grant  program,  and  then  responded 
to  by  the  university  that's  making  the  proposal  to  BCHS.  Is  that 
correct? 


HORMUTH:  There's  a plan  submitted  by  the  university  that's 

usually  on  a project  period  3 to  5 years  with  annual... 

APTEKAR:  Are  inspections  made  of  all  these  facilities  by  the 

BCHS? 


HORTWTH:  Right.  In  terms  of  initial  review,  it's  a committee 

reviev;  in  which  there  is  a requirement  that  there  be  more  outside 
review  than  in-house.  Continuations  from  year  to  year  after  the 
initial  approval  is  done  by  the... 

APTEKAR:  And  the  guidelines,  they're  developed  by  BCHS.  Do 

they  speak  in  any  way  with  regard  to  the  various  disabilities  that 
are  to  be  included,  or  a range  of  disabilities  that  may  be  included 
with  the  grant  program? 

HORflUTH:  No. 

APTekAR:  They  don't.  But  it  is  true  that  the  money... 
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ilOPJ'.UTH : You  must  remember  that  on  the  crippled  children's 

lecjislation  each  state  has  the  right,  by  its  own  definition  of  what 
is  included  in  terms  of  the  crippled  child,  to  define  this  either  by 
law  or  regulation. 

APTEKAR:  Right,  so  that  if  it's  left  to  the  state,  then  it 

would  be  up  to  the  state  to  determine  whether  or  not  Huntington's 
was  included  as  an  eligible  condition  to  be  treated  within  this 
grant  program.  Is  that  right? 

HORf-lUTH : V/ithin  the  state  formula  grant  program,  but  not  in 

relation  to  the  direct  grants  through  institutions  of  higher 


learning . 

APTEKAR: 
by  BCHS.  Is 

That  would  be  restricted  by  the  guidelines  produced 
that  right? 

HORMUTH : 

They're  not  restricted  by  those  guidelines... 

APTEKAR: 

They're  open-ended... 

HORMUTH  : 

That's  right. 

GUTHRIE : 

Now,  on  the  Federal  level,  you're  saying,  and  then  on 

the  state  level  it  is. 

HORMUTH : The  state  agency  determines  what  constitutes  a 

crippled  child  in  terms  of  specific  conditions. 

APTEKAR:  Do  you  know  how  many  states  include  Huntington's 

within  their  definition  of  crippled  child? 


HORMUTH : 

I don ' t . . . 

GUTHRIE: 

I would  presume  none... 

SCHACHT: 

I think  it  could  be,  if  we  looked  at  it,  because  we 

thought  of  Huntington's  strictly  as  an  adult  disease.  But  actually, 
if  you  had  a Huntington's  child,  at  least  diagnostic  services  could 
be  paid  for.  Whether  or  not  they  could  pay  maintenance  (residen- 
tial maintenance,  long-term  maintenance)  I think  would  be  another 
matter . 
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HORMUTH : Well,  under  provisions  of  the  crippled  children's 

program  the  state  has  to  provide  free  diagnostic  services  for  any 
child  up  to  21 . They  can  set  conditions  in  relation  to  treatment 
and  followup.  There  are  eligibility  requirements  which  the  state 
would  set  in  terms  of  treatment  and  management,  but  by  legislation 
the  state  has  to  provide  free  diagnostic  services  for  children. 

GUTHRIE:  Now,  wait  I So  what  happens  to  the  adults?  They're 

not  welcome  into  that  genetic  center? 


SCHACHT : 

No,  no.  This  is  formula... 

GUTHRIE: 

Oh , formula. . . 

SCHACHT : 

It's  state  formula. 

GUTHRIE: 

Oh,  I see.  Separate.  That  goes 

into 

that  center  as 

part  of  it. . . 

SCHACHT : 

Yes.  It's  administered  separately. 

GUTHRIE: 

Forgive  me. 

APTEKAR: 

I just  have  one  last  question  to 

ask. 

Do  you  collect 

data  by  disability  on  services  provided  to  types  of  people  who  would 
seek  services  and  receive  services  by  disability? 

HORMUTH:  In  the  crippled  children's  program  (the  state  formula 

program)  there  are... 

APTEKAR:  There  are.  Within  that  program  is  there  data  avail- 

able on  the  number  of  Huntington's  people  receiving  services  under 
that  crippled  children's  formula  grant  program? 

HORMUTH:  I don't  recall  seeing  any... 

SCHACHT:  I don't  think  it's  on  the  categories... 

HORMUTH:  You've  got  to  remember  these  are  re^Jorts  from  states 

in  terms  of  services  to  children  up  to  21. 

APTEKAR:  So  you  don't  know  how  many  states  do  in  fact  include 

Huntington's  children  as  eligible?  You  don't  know  how  many  people 
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with  Huntington's,  the  potential  of  Huntington ' s , have  been  serviced 
through  the  formula  grant  program? 

HORMUTH:  No. 

APTEKaR:  I just  want  to  be  clear  on  this.  And  then  on  the 

genetic  center  program  the  eligibility  that's  determined  is  basically 
left  up  to  the  institution,  and  the  moneys  for  those  programs  are 
reserved  for  MR  purposes?  I thought  it  came  out  of  MR  money? 

HORMUTH:  No,  no.  It  came  out  of  funds  that  were  earmarked 

initially  by  the  Appropriations  Committee  in  1963,  and  there  was  an 
increase  in  MR.  The  reason  for  the  earmarking  relates  back  to  the 
President's  Commission  Report  in  1962  (the  President's  Committee  on 
Mental  Retardation) . The  material  in  the  report,  I suppose,  focused 
primarily  on  the  question  of  retarded  individuals  at  that  point  that 
were  not  being  served  by  the  crippled  children's  program.  At  that 
time,  as  I recall,  there  were  still  some  eight  states  which  either 
in  terms  of  their  state  law  or  their  regulations  excluded  retarded 
children  from  otherwise  eligible  services  under  the  crippled 
children's  program.  The  State  of  Texas,  for  example,  had  a law 
which  said  that  all  of  these  conditions  were  eligible  for  service 
under  the  crippled  children's  program,  except  for  those  children 
who  had  I.Q.'s  below  75.  The  attempt  on  the  part  of  the  President's 
panel  report  and  the  Appropriations  Committee  at  that  point  was  to 
somehow  earmark  funds  which  would  result  in  removal  of  those 
restrictions,  so  that  in  order  for  the  state  to  receive  any  of  the 
increases  in  the  CC  program,  they  had  to  change  those  laws  and  those 
regulations . 

Now,  again,  as  part  of  the  increase  in  the  earmarking,  a 
certain  portion  of  this  was  distributed  to  the  state  as  part  of 
their  formula  grant  with  the  understanding  that  they  would,  through 
those  resources,  increase  their  capability  of  dealing  with,  for 
example,  a Down's  syndrome  child  with  a heart  condition,  so  that 
they  could  take  care  of  the  heart  condition.  A portion  of  this,  how- 
ever, was  utilized  in  terms  of  reserve  funds  which  were  used  to 
direct  grants  to  institutions  of  higher  learning,  and  it  was  that 
portion  of  the  CC-earmarked  fund  that  was  used  primarily  to  develop 
the  existing  genetic  center  or  to  add  to  whatever  resources  there 
were,  so  that  they  would  be  able  primarily  to  develop  their  capacity 
in  relation  to  biochemical  assessments,  to  enhance  genetic  assess- 
ments, and  to  begin  to  deliver  this  on  a service  basis.  At  that 
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point,  most  of  these  centers  were,  while  they  were  doing  some  re- 
search, limiting  their  efforts  to  basic  research,  and  it  was 
impossible  to  get  any  kind  of  service  delivery. 

GUTHRIE:  Rudy,  can  I ask  a favor  of  you?  Could  I ask  our 

staff  to  get  from  you  at  least  where  the  centers  are  and  what  the 
eligibility  criteria  are:  what  they  have  decided  they  will  or  will 

not  take  under  their  guidance?  If  we  could  have  that  information 
for  our  staff,  I think  that  would  be  very  helpful  in  helping  our 
Commission  decide  where  we  should  go  in  our  recommendations,  because 
I think  we  don't  really  know  what  we  want  to  do  without  that 
information . 

HORMUTH:  You're  asking  for  eligibility  in  relation  to... 

GUTHRIE:  Well,  in  other  words,  if  I want  to  send  a family 

there,  I want  to  know  what  services  1 1 they  get,  or  will  they  be 
refused?  What  is  the  criteria  which  that  center  has  said  they're 
interested  in?  If  I could  get  that  information,  I think  it  would  be 
very  helpful  to  us  in  deciaing  what  we  want  to  do.  Is  that  possible 
for  our  staff? 

SCHACHT : I think  you're  talkina  about  financial  eligibility 

and  what  ser-vices... 

GUTHRIE:  ...and  criteria.  Criterial  ^h,  yes-  t don't  mean 

just  money.  That's  right.  VThat  services,  so  that  we'll  know  what 
we  want  to  recommend. 

W.  WEXLER:  Can  I just  ask,  in  the  area  of  genetic  services  is 

there  any  office  or  agency  within  it  involved  in  broad-based  plan- 
ning? I know  that  the  states  do  the  planning  and  submit  plans  to 
you  for  funding.  But  some  overall  approach  to,  in  general,  what 
seem  to  be  top  priority  genetic  problems?  What  kinds  of  strategies 
have  been  successful  in  the  past?  Some  kind  of  general  evaluative 
component:  continuing  evaluation  of  programs  that  are  already  in 

place?  Is  that  the  responsibility  of  a particular  unit  within  HSA, 
or  is  it  all  passed  through  to  the  states? 

HORMUTH:  Well,  that  would  be  part  of  the  implementation  of  the 

Genetic  Disease  Act.  In  Title  IV  of  that  Act  the  responsibility  has 
been  delegated  to  your  health  services,  so  that  a part  of  the  imple- 
mentation of  that  Act  would  be  a requirement  for  a statewide  plan. 
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. Wi::«:LER:  But  I'm  talking  about  on  the  Federal  level,  on  the 

national  level.  Is  there  some  planning  within  the  BCHS  to  have  an 
ovoi.ill  plan,  or  is  it  entirely  delegated  to  each  state  to  decide? 

M/vJLLY:  National  planning  for  each  state,  instead  of  giving 
It  to  each  state  to  come  up  with  their  own  plans.  That  would  be 
probably  a Federal  plan  where  you  had  an  appropriation  under  this. 

:i . WEXLER:  I think  that  was  the  answer,  but  I couldn't  hear 
It,  though. 

MANLEY:  Yes.  I think  he  answered  you  that  if  there  were 

appropriations  under  P.L.  94-278,  part  of  the  implementation  plan 
would  be  the  monitoring  and  ongoing  planning  for  these  centers  as 
well  as  new  ones.  But  without  an  appropriation,  of  course,  all  of 
that  activity  has  pretty  much  come  to  a stop. 

N.  WEXLER:  But  would  the  planning  take  place  in  your  office. 

Dr.  Hanley? 

flANLEY : That  was  envisioned:  the  staff  that  was  required, 

and  the  planning  would  take  place  there;  that  has  stopped. 

HORMUTH:  The  other  part  of  the  question  may  relate  to  the 

Genetic  Coordinating  Committee.  Is  that  the  question  that  you're 
raising? 

GUTHRIE:  No.  She  was  concerned  if  we  got  the  funds,  how  do 

we  use  them? 

N.  WEXLER:  Do  you  know  if  that  Committee  got  chartered,  by  any 

chance?  Has  that  been  resolved  yet? 

HORMUTH:  Not  as  far  as  I know.  The  Committee  has  been  meeting, 

but  as  far  as  I know  it  has  not  been  chartered.  They  did  put  to- 
gether, I guess,  the  initial  report  to  Congress  in  terms  of  genetics. 
But  I don't  think  it's  been  chartered. 

GUTHRIE:  We  have  to  move  on.  I hope  that  you'll  follow  through 

And  I'm  concerned,  as  I said.  I want  to  tell  you  in  advance  if  you 
get  the  money,  of  course  we'd  like  to  know  how  it's  going  to  be  spent 
and  we're  going  to  fight  for  it,  of  course.  If  you  don't  get  it,  we 
will  still  have  to  provide  the  services  where  we  can,  when  we  can. 
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so  the  information  we've  asked  from  you  might  be  helpful  in  that 
direction.  Either  way,  I hope  that  we'll  benefit  by  working  to- 
gether and  trying  to  do  some  good  for  our  families  who  really  do 
need  these  services. 

SCHACIIT:  Has  the  notice  of  intent  with  regard  to  those 

genetic  relations  been  published  yet?  Do  you  have  any  idea  when  it 
might  come  out,  or  are  you  going  to  wait  and  find  out  if  there's 
any  point? 

HORflUTH:  I think  the  Department  has  decided  that  there  would 

be  no  point  in  publishing  the  report  since  there  didn't  seem  to  be 
any  likelihood  that  there  were  appropriations,  and  that  they  are 
apparently  planning  to  delay  publication  of  the  notice--or  whether 
or  not  funds  will  be  available. 

GUTHRIE:  We  have  to  stop  now  because  we  have  another  witness 

waiting.  Thank  you  very  much.  I hope  that  we'll  see  you  with  the 
money,  or  without  the  money,  but  with  the  money,  hopefully. 
[Laughter.]  Our  next  witness,  I believe,  is  Mr.  David  Briggham. 
Thank  you  for  coming  this  morning.  He's  a staff  member  of  the 
Veterans  and  Handicapped  Workers  Operations  Division,  Office  of 
Federal  Department  of  Compliance,  Department  of  Labor.  That's  a 
long  title. 


TESTIMONY  OF 
DAVID  BRIGGFIAM 

VETERAIvIS  AND  HANDICAPPED  WORKERS  OPERATIONS  DIVISION 
OFFICE  OF  FEDERAL  DEPARTMENT  OF  COMPLIANCE 
U.S.  DEPARTMENT  OF  LABOR 

BRIGGHAI'l:  A great  big  mouthful,  and  I would  much  rather  be 

introduced  in  several  other  capacities:  one  is  that  I was  Deputy 

Director  of  the  task  force  which  initiated  the  program  for  Section 
503,  requiring  Federal  contractors  to  take  affirmative  action  in 
employment  of  the  handicapped.  And  I am  the  one  continuity.  I 
came  on . . . 


GUTHRIE:  Should  we  say  bravo  for  that? 

BRIGGHAM:  Well,  I hope  SO.  We're  very  pleased  with  the  pro- 
gress we've  made  to  date.  If  you  want,  I can  give  you  a little 
bit  of  information  about  background  and  where  we  are.  But  basically. 
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I want  you  to  know  that  we've  been  in  operation  about  3-1/2  years 
now,  and  I started  with  the  original  task  force  and  am  the  sole 
survivor,  the  only  one  on  the  permanent  staff  now.  So  I have  the 
feel  of  the  program  for  you. 

I'm  sort  of  lost  as  to  where  you  would  like  me  to  start,  but 
I will  give  you  a couple  of  items  that  I think  are  interesting:  one 

is  that  we  are  complaint-oriented,  basically.  We  don't  have  the 
staff  nor  the  budget  to  do  compliance  checks  for  the  nearly  one 
million  Federal  contractors  who  are  required  to  take  the  affirmative 
action  under  our  program.  We  do  have  compliance  agency  support  for 
all  of  the  offices  of  Federal  contract  compliance  programs;  that's 
race,  minority,  religions,  and  so  forth. 

There  are  1,800  field  individuals  who  do  compliance  checks;  as 
they  go  into  the  contractors ' offices  we  ask  them  to  send  us  back  a 
report  of  signs  and  flags  and  indications  that  they  see  that  the 
contractors  are  following  the  program  for  the  handicapped.  Those 
four  items  that  we  ask  them  to  look  for  are;  access  to  the  building 
and  particularly  to  the  personnel  office.  That  deals  with  architec- 
tural barriers.  We  ask  them  to  look  for  a posting  on  the  bulletin 
boards  that  indicates  they  do  take  affirmative  action  for  the  handi- 
capped, and  we  provide  those  posters  free  of  charge  from  the  Govern- 
ment for  the  contractors.  Vie  ask  them  to  show  an  indication  of  an 
awareness  of  the  handicapped  program  in  their  affirmative  action 
plans.  Each  contractor  must  have  an  affirmative  action  plan,  and 
they  take  a quick  look  at  that  to  be  sure  the  handicapped  are  in- 
cluded. The  fourth  area  is  evidence  of  handicapped  on  the  payroll. 

We  get  that  informal  report  back,  and  it's  sort  of  a warning  light 
to  us  that  there  may  be  troubles  here  in  that  they  have  fallen  down 
in  some  of  the  areas  that  we're  looking  for. 

We  have  to  date  processed  over  2,600  complaints  from  handicapped, 
and  we've  resolved  nearly  1,600  of  those.  The  average  time  for  a 
complaint:  in  the  average,  some  cases  have  gone  almost  2 years  and 

still  have  not  gone  to  the  courts.  We've  had  no  cases  go  to  the 
courts  yet.  We've  been  able  to  resolve  them,  although  there  are  12 
pending  that  have  been  on  the  books  quite  a while.  But  we're  still 
on  the  basis  of  a 90-day  average  from  the  time  the  complaint  is  filed 
until  it's  resolved.  We're  running  very  close  to  a 50-50  break  of 
finding  the  contractor  out  of  compliance  and  finding  in  the  com- 
plainant's favor,  and  in  finding  that  the  complainant  does  not  have 
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a justifiable  case,  so  the  contractor,  in  effect,  is  not  out  of 
compliance . 

This  fiscal  year,  which  began  October  1,  we  have  had  1,299 
complaints  filed;  of  those,  43  of  the  1,299  cases  have  been  neuro- 
muscular (cerebral  palsy) ; neuropsychiatric  cases  were  156.  Con- 
trast that  to  diabetes,  which  has  been  79  cases;  trunks,  spine,  and 
abdominal,  278;  vision,  184;  hearing,  speech,  perforated  eardrum, 
and  what  not,  is  54;  cardiovascular,  93,  just  to  give  you  some  com- 
parable figures  of  where  we  are.  That'll  give  you  a little 
overview... 

GUTHRIE:  Let  me  say  that  the  most  important  question  that  we 

found  in  listening  to  testimony  from  our  families  across  the 
country  is  that  when  a person  is  at  risk  for  Huntington's,  what  it 
really  means  is  you  don't  know  whether  or  not  you  did  or  did  not  get 
that  gene  from  your  parent.  VJe  have  already  begun  to  see  some  very 
serious  discrimination  about  people  who  are  so-called  at  risk.  Now, 
there  are  just  as  many  at  risk  for  not  having  the  disease  as  having 
it,  and  we  have  a real  problem  here. 

BRIGGHAM:  Yes.  We  walked  straight  into  that  with  our  regula- 

tions in  a sort  of  a left-handed  way,  because  we  deal  with  suppos- 
edly terminal  cancer  cases;  we  deal  with  diabetes,  which  is  a threat 
in  so  many  directions;  we  deal  with  high  blood  pressure;  but  partic- 
ularly relating  to  what  you're  asking,  we  deal  with  epilepsy.  I 
told  Dr.  Wexler  when  she  visited  me,  while  I was  at  the  University 
of  Maryland  I was  the  first  individual  to  bring  an  epileptic  on 
board.  They  almost  rode  me  out  of  the  university  on  a rail  be- 
cause she  was  going  to  have  a seizure  there  on  the  floor  and  no- 
body would  know  what  to  do,  and  it  would  be  a terrible  situation. 

She  worked  for  me  for  4 years  (and  went  home  to  have  another  child) 
and  had  a wonderful  record.  Now  there's  an  open  door  policy  at  the 
University  of  Maryland,  I'm  pleased  to  say. 

But  this  is  something  we've  run  into  to  a great  degree  with 
the  Federal  Government  contractors.  We  are  very  specific  in  the 
statutory  definition  of  a handicapped  individual  under  which  we 
operate:  anyone  who  has  an  impediment,  anyone  who  has  a history  of 

such  an  impediment,  or  anyone  who  is  presumed  of  such  an  impediment. 
Now,  that's  what  the  statute  says  to  him,  and  accordingly,  we  insist 
the  burden  is  on  the  contractor.  If  he  suspects  that  someone  is  at 
risk,  as  you  indicate,  and  he  discharges  that  person  for  that 
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purf-o.‘ie,  tnen  he  obviously  has  concluded  the  person  has  an  impair- 
nent , is  handicapped,  and  is  a threat  (he's  going  to  increase  his 
insurance  rate,  and  what  not),  then  the  Department  of  Labor  position 
would  be  in  support  of  the  complainant  or  the  individual... 

GUTHRIE:  But  doesn't  someone  have  to  check  to  see  if  what  he 

says  IS  true?  Because... 

BRIGGHAM:  Absolutely!  The  regional  offices  conduct  a full- 

scale  investigation  after  there  has  been  a 60-day  conciliation/- 
negotiation  period  between  the  individual  who  is  filing  the  complaint 
and  whatever  type  of  review  mechanism  the  company  may  have.  If  at 
the  end  of  30  days  they  both  say,  "We  can't  reach  any  decision," 
then  the  Department  of  Labor  will  walk  in  ahead  of  time.  But  usually 
we  give  them  60  days  to  resolve  it,  and  literally  thousands  of  cases 
have  been  resolved  that  way,  without  ever  coming  through  the  formal 
complaint  process  that  I was  telling  you  about  when  I gave  you  those 
2,600  cases. 

GUTHRIE:  Well,  my  feeling  is  of  course  our  own  people  don't 

even  know  that  this  avenue  is  available  to  them,  number  one;  and 
then  I have  a feeling  we  have  another  problem;  If  an  employer  knows 
that  this  person  is  at  risk,  aside  from  his  emotional  reaction, 
which,  as  you  say,  with  epilepsy  it's  the  same  thing — and  that's 
an  educational  process--we ' re  concerned  about  what  happens  to  his 
insurance.  After  all,  there  is  the  risk  that  he  may  not  have  the 
disease.  So  I'm  thinking  in  terms  of  the  employer,  too.  How  can 
we  defend  that  employer  so  that  he  will  take  on  this  responsibility 
not  knowing . . . 

BRIGGHAM:  I'm  going  to  give  you  some  figures  here  that  I 
can't  support  because  I only  have  the  verbal  evidence.  I spoke  in 
New  York  approximately  a year  ago  to  the  State  Society  of  Industrial 
Physicians,  and  they  were  very  adamant  that  the  doctor,  the  indus- 
trial physician,  should  have  the  right  to  determine  the  expectancy 
or  the  prognosis  of  a terminal  cancer  case.  This  was  one  that  was 
at  issue:  Someone  had  been  fired — it  was  a woman — and  over  a mastec- 
tomy. The  doctor's  prognosis  was  2 to  3 years,  and  she  was  fired  on 
the  basis  of  that  expense.  I came  down  on  it  with  both  feet. 

At  a cocktail  party  that  evening  he  said,  "I  wanted  to  come  to 
your  defense  today,  but  you  seemed  to  be  handling  yourself  all 
right."  He  said,  "I'm  an  industrial  physician  for  what  is  a major 
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insurance  company,  and  wa  do  a great  deal  of  financing  insurance 
programs  for  Federal  contractors.  Five  years  ago  we  did  a 3-year 
survey  of  severely  handicapped,  and  their  cost  factor  was  5-percent 
better  than  the  cost  of  the  able-bodied."  These  were  severely 
handicapped. 

I said,  "Please  give  me  a letter;  tell  me  that."  He  said,  "I 
cannot  do  it,  and  I think  you  understand."  I said,  "Why  not?" 
"Because,"  he  said,  "then  the  handicapped  would  want  their  insurance 
premiums  reduced,  because  they're  a better  risk." 

Now,  this  bears  out  several  studies,  not  too  detailed,  that 
have  been  made.  I have  challenged  across  the  country  contractors 
who  feel  they're  pinched  by  the  insurance  pressures  as  a result  of 
particularly  terminal  cases  to  let  me  know,  so  that  we  can,  under 
the  clause  "Business  Necessity,"  give  consideration  to  their  pre- 
dicament. Not  one  single  contractor  in  the  whole  country  has  ever 
asked  for  any  relief  or  indicated  to  us  after  he  has  heard  this 
statement  that  his  insurance  rates  have  been  increased  as  a result 
of  deaths  in  terminal  employees. 

So  the  insurance  is  a myth  at  this  point,  until  somebody  proves 
different  to  me.  The  insurance  rates  do  not  go  up  unless  you  have 
what  we  call  a "mom-and-pop  situation."  There  may  be  two  or  three 
employees,  and  you  get  two  terminal  people  or  two  severely  disabled 
there.  That  might  happen.  But  in  major  companies  it's  all  predi- 
cated on  the  risk  factor,  and  it  doesn't  change  their  insurance 
premiums  at  all. 

VOICE:  You  spoke  of  a fairly  substantial  number  of  your 

psychiatric  cases.  Do  you  know  whether  any  substantial  percentage 
of  that  was  associated  with  degenerative  neurological  disease? 

BRIGGHAM:  I tried  to  break  that  down,  and  I'm  not  able  to. 

The  reports  that  we  get  in  there  are  in  31  categories,  and  we  can't 
cover  the  spectrum.  We  have  field  people  reporting  to  us  on  the 
cases  they've  handled  and  the  difficulties  they've  had  with  them, 
but  we  have  lumped  them  together.  I could  go  back  to  the  reports 
from  the  regional  offices  and  make  a breakout  on  that,  which  I did 
not  take  time  to  do,  and  supply  it  for  you,  if  you'd  like  to  have 
it.  Cerebral  palsy,  muscular  dystrophy — we've  run  the  gamut.  We 
have  run  approximately  120  categories  in  that  kind  of  breakout,  but 
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then  we  lumped  them  together  for  the  sake  of  the  report.  I could 
get  you  some  figures,  if  you... 

VOICE:  I think  it  would  be  helpful.  Are  you  making  clear 

Uien  that  within  the  503  regulations  employers  cannot  discriminate 
against  the  hiring  of  people  with  terminal  illnesses? 

bRIGGHAM:  That  is  correct. 

GUTHRIE:  May  not  discriminate  against.  Well,  that's  good. 

BRIGGHAM:  ...it's  a statutory  definition:  if  they  have  it, 

if  they  have  a history  of  it,  if  they're  presumed  to  have  it,  and 
someone  who  is  terminal  is  in  all  three  categories.  If  I may  take 
another  second,  I've  got  a written — I really  got  cornered  with  some 
top  contractors--they ' re  all  in  Fortune  500 — and  there  were  about 
80  of  them.  They  asked  this  question  and  were  very  adamant  about 
it.  I said,  "Well,  all  right.  You  fire  me  and  I'm  going  to  come 
in  another  door  and  say  that  I'm  handicapped."  They  said,  "Well, 
we  already  fired  you."  I said,  "What  did  you  fire  me  for?" 

V7ell,  then  they  had  to  back  up  a little.  They  said,  "Well, 
you  falsified  your  application.  V'Jhen  you  applied  for  the  job  you 
didn't  tell  us  you  had  epilepsy.  You  said  you  didn't  have  any- 
thing." I said,  "Okay.  We'll  deal  with  epilepsy  instead  of 
cancer."  They  said,  "Yes.  We  understand  what  you're  saying  on 
terminal  illness.  But  what  about  falsifying  the  application?"  I 
said,  "The  regulations  are  still  in  favor  of  the  individual  who 
does  not  have  to  reveal  his  handicapping  condition  or  his  impair- 
ment until  he's  ready  to  do  so.  When  it's  to  his  advantage  to  say 
that  'I  have  epilepsy,'  'I  have  terminal  cancer,'  he  may  do  so, 
but  there  can  be  no  preemployment  examinations  which  will  screen 
him  out  in  an  effort  to  go  on  a witch  hunt  and  find  this  and  get 
rid  of  it,"  so  that  the  case  of  a terminal  and  the  falsification 
of  an  application  I put  in  one  breath,  because  this  is  the  way  we 
handle  it. 

Our  policy  is  that  when  you  have  an  impairment,  as  you  would 
have  if  you  were  fired  for  falsifying  your  record,  you'll  come  in 
another  door,  make  application,  and  the  regulation  says  you  select 
the  person  who  is  best  qualified;  you  don't  discriminate  because 
they  have  a handicap.  It's  been  established:  "I  have  a handicap, 

and  I know  the  job's  available  because  I just  got  fired  from  it. 
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So  if  you  don't  rehire  me  and  put  me  back  on  the  job,  I'm  going  to 
file  the  biggest  complaint  the  Department  of  Labor  has  ever  seen," 
and  I didn't  get  any  more  questions  from  the  contractors  on  that 
basis.  But  they  are  very  cooperative.  The  contractors  are  doing, 

I think,  an  excellent  job,  because  we  have  this  opportunity  for  con- 
ciliation/cooperation with  the  muscle  behind  it.  Our  sanctions  are 
withholding  payments,  progress  payments,  cancelling  a contract,  de- 
barring from  future  bidding,  and  also  collecting  back  pay  to  make 
the  individual  whole.  VJe  have  completed  69  cases  and  have  realized 
over  $400,000  for  individuals  whose  complaints  were  a handicap.  So 
back  pay  has  been  established  as  one  of  our  sanction  mechanisms.  VJe 
can  be  tough,  but  we  like  to  be  nice. 

GUTHRIE:  Well,  I like  what  you're  saying,  because  what  you 

are  really  saying  is  we're  all  at  risk.  Everyone's  handicapped. 
We're  all  going  to  die  [laughter].  Everybody's  handicapped,  so 
they  can't  discriminate.  That's  what  you're  saying. 

BRIGGHAM:  Helen  Hayes  was  one  of  my  idols  because  we  had  a 

daughter  who  was  born  with  polio  at  the  time  she  was  playing  at  the 
Olney  Theatre  near  my  home,  and  her  daughter,  Mary  McCarthy,  died 
with  polio  at  the  same  time.  And  then  I've  been  very  active  with 
Easter  Seals  (I'm  a vice  president — national),  and  she's  been  one 
of  our  strongest  supporters.  So  we've  come  very  close  over  the 
years.  In  a banquet  talk  she  said  something  I've  never  forgotten. 
It's  back  to  Emerson:  "Every  vessel  has  a crack":  we're  all  handi- 

capped; some  mentally,  some  physically,  some  emotionally,  some 
spiritually,  and  some  financially.  We're  all  in  the  boat. 

GUTHRIE:  Thank  you  so  much. 

BRIGGHAM:  A pleasure  to  be  here,  and  lots  of  good  luck  I 

GUTHRIE:  We'll  come  to  you  when  we  need  you. 

I 

BRIGGHAM:  We'll  follow  you,  too.  Thank  you  so  much. 
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TESTIMONY  OF 
BERTRAM  BROWN,  M.D. 

DIRECTOR 

NATIONAL  INSTITUTE  OF  MENTAL  HEALTH,  DHEW 

and 

FRANK  J.  SULLIVAN,  PH.D. 

EXECUTIVE  DIRECTOR 
RESEARCH  ADVISORY  GROUP 
NATIONAL  INSTITUTE  OF  MENTAL  HEALTH,  DHEW 

and 

HAROLD  H.  GOLDSTEIN,  PH.D. 

ASSOCIATE  DIRECTOR 

DIVISION  OF  MENTAL  HEALTH  SERVICES  PROGRAMS 
NATIONAL  INSTITUTE  OF  MENTAL  HEALTH,  DHEt'7 

BROWN:  I loved  tile  way  you  signed  your  letter,  so  I'd  like  to 

introduce  "Love,"  Frank  Sullivan;  and  "Peace,"  Harold  Goldstein. 

I'm  the  "and"  [laughter]. 

GUTHRIE:  I'm  awfully  glad  you're  here.  Some  of  you  know  I 

appealed  to  Dr.  Brown  because  they  had  helped  to  finance  the  mini- 
review on  Huntington's,  and  Dr.  Brown's  office  has  agreed  to  give 
us  enough  copy  to  get  it  out.  You  know  what  my  plan  is?  I'm  going 
to  tell  you.  Originally,  I asked  you  for  5,000,  thinking  we  would 
educate  all  the  health  professionals  on  our  list  for  the  Committee 
to  Combat  Huntington's  Disease.  Then  I thought  about  listening  to 
all  the  testimony  from  all  the  families,  and  the  one  thing  the 
families  kept  saying  was,  "Our  doctors  don't  know  what  we're  talking 
about."  Then  I called  back  to  Dr.  Brown's  office  and  I said,  "Hey, 
we've  got  17,000  names  on  that  list.  If  you  send  me  17,000  copies, 
I'm  going  to  tell  every  family  on  that  list,  'Take  this  mini-review 
and  give  it  to  your  doctors, ' so  that  there  will  be  education  for 
17,000  people  just  through  our  own  mailing."  And  so  you  did  gra- 
ciously agree. 

We're  all  right  here,  sitting  at  this  table  together.  We're 
involved  with  families  that  do  have  problems,  not  only  physical, 
but  mental.  Of  course,  I don't  know  if  you! re  aware  that  many  of 
our  patients  are  placed  in  mental  institutions  long  before  they 
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should  have  been,  haven't  been  properly  diagnosed.  V7e  had  one  lady 
testify  that  she  v/ent  to  31  doctors  before  she  v\;as  even  diagnosed. 

So  we  welcome  an  opportunity  to  talk  with  those  of  you  in  that  area. 
We  think  we  need  your  help  desperately,  and  we  want  to  pick  your 
brains,  if  we  may.  Now,  who  wants  to  start? 

BROWN:  I thought  I would  give  just  5 or  10  minutes  of  overview, 

but  I thought  I'd  start  with  some  good  news.  There's  this  journal 
called  Practical  Psychology  that  goes  out  to  all  110,000,  120,000 
primary  physicians,  and  it  has  mostly  topics  of  practical  behavioral 
science,  obesity,  psychiatry,  and  what  have  you.  I'm  an  editor,  so 
therefore  I can  get  published  what  I want,  and  I agreed  with  myself 
that  we'll  put  one  out  on  Huntington's  disease  to  go  out  to  12,000 


GUTHRIE:  Beautiful! 

BROWN:  It's  nice  to  consult  inside  your  own  head  [laughter]. 

Let  me  just  give  a brief  overview  of  some  of  the  views  v/e  have  and 
how  we  might  work  together.  I won't  overdo  the  fact  that  I'm  mod- 
erately familiar  with  Huntington's  disease.  I first  had  contact 
with  it  over  20  years  ago,  when  I was  doing  neurology  and  neuro- 
surgery at  VJalter  Reed,  because  it  tended  to  hit  some  of  the  col- 
onels and  some  of  the  other  soldiers  in  their  midthirties  and  late 
thirties,  at  the  peak  of  their  careers,  and  I became  keenly  aware 
of  the  impact  on  family,  which  was  just  catastrophic.  In  terms  of 
the  jargon  phrase,  "low  incidence  on  the  one  hand,  but  high  impact 
on  the  other,"  I sort  of  watched  to  see  when  it  would  become  some- 
thing which  some  group  would  take  hold  of.  Of  course,  we  have  a 
problem  which  you  might  say  has  to  do  with  basic  science  and  re- 
search on  the  one  hand,  and — not  a nice  phrase — the  "Disease  of  the 
Month"  on  the  other  hand,  you  know,  because  it's  multiple  sclerosis 
and  Huntington's  disease  and  hypertension. 

Now,  what's  different  about  it?  I'll  say  that  I have  always 
been  respectful  and  appreciative  and  supportive  of  the  disease 
approach,  because  that's  where  people  get  nervous,  that's  where 
people  get  anxious,  that's  where  they  get  concerned,  and  that's 
where  you  get  passionate  about  your  career.  You  often  get  this 
very  strong  set  of  resistances  and  difficulties  from  the  well- 
meaning  scientists  and  physicians  and  the  others  who  say,  "How 
much  more  do  you  want  us  to  do?" 
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r.’ow,  what  I'm  really  saying  is  the  Huntington's  Disease 
Conmiission  is  the  way  our  society  works.  It  has  to  do  v/ith  the 
political  dynamics  of  hov;  one  gets  resources,  research,  and  services 
out.  N’ov/,  how  do  you  bring  together  this  advocacy  concern  of  the 
passion  around  a given  entity  (in  this  case,  Huntington's  disease) 
and  research  and  services?  In  many  ways  you're  engaged  in  one. 
Vocationally,  you  have  to  have  a conceptual  or  intellectual  linkage 
that  brings  it  together.  We  have  two  of  particular  interest  to  us: 
one  is  what  we  call  the  neurosciences  thrust;  that  is,  there  is  a 
field  out  there,  a world  called  neurosciences  V7hich--say,  just  from, 
the  agency's  point  of  view,  of  course--is  the  Neurology  Institute, 
the  Aging  Institute,  the  Eye  Institute,  the  Mental  Health  Institute, 
and  the  Drug  Institute.  Floyd  Bloom,  who  is  one  of  our  most  dis- 
tinguished NIMH'ers  (now  President  of  the  Neurosciences  Foundation 
--having  taken  his  political  tutelage  at  NIMH) , is  now  trying  to  get 
more  resources  for  neurosciences,  and  v;hether  it  comes  from  NIMH  or 
Neurology,  or  what  have  you,  is  not  the  issue.  This  is  the  neuro- 
sciences integrated  concept;  very  important  for  Huntington's 
disease . 

The  other  equally  important  one  has  to  do  with  genetics  and 
the  contribution  to  genetics  and  genetic  disease.  Of  course, 
there's  a aifferent  set  of  agencies,  because  here  you'll  get  into 
metabolic  diseases  and  allergy,  and  Lord  knows  where  you'll  get  in. 
But  there  are  certain  genetic  diseases  that,  as  you  know,  hinge 
more  on  the  mental/neurological.  I just  wanted  to  mention  those 
two,  what  I call  linkage  thrusts:  neurosciences  on  the  one  hand, 

genetics  on  the  other. 

Now,  we  have  a special  problem,  an  opportunity,  again,  that 
you're  keenly  aware  of  that  has  to  do  with  what  I call  the  East  and 
West  Pakistan  of  our  field.  There  used  to  be  one  country  there. 

They  stemmed  out  of  the  original  India  when  they  were  part  of  med- 
icine and  went  their  way.  In  the  early  forties  and  early  fifties, 
in  those  days  men,  occasionally  women--now  it's  getting  a little 
more  equal — would  take  their  Boards  in  neurology  and  psychiatry. 

The  last  few  years  you  have  almost  nobody  taking  both  (that  is, 
being  a fully  qualified  neurologist  and  psychiatrist) , but  we  have 
a slight  trend  towards  tlie  two  coming  together  again. 

Of  course,  the  other  situation  is  where  Huntington's  disease 
more  clearly  shows  the  falling  between  the  cracks . I mean  you 
literally  have  two  different  countries : the  patients  and  their 
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families  between  the  psychiatrists  that  don't  want  them  and  the 
neurologists  that  don't  want  them,  et  cetera.  You  know  that.  But 
it's  a very  specific  issue  that  we're  trying  to  wrestle  with  be- 
tween psychiatry  and  neurology.  I thought  it  was  an  important  point 
to  bring  out. 

This  gets  us  down  to  another  set  of  issues  about  something 
special  about  our  Institute  at  NIMH,  which  has  been  the  great  sur- 
vivor. And  there's  something  different  about  it  and  the  neurology 
and  the  child  health  in  that  it's  the  only  institute  that  comes  out 
of  the  social  movement  that  links  research  training  and  service.  We 
are  the  ones  who  have  within  us  the  community  mental  incentive:  the 

services  program;  that  is,  it's  real  service  out  for  real  people — 
by  the  millions,  not  just  pilots  and  demonstration.  V"e  have  supported 
over  $2  or  $3  billion  to  train  psychiatrists,  psychologists,  social 
workers,  nurses,  and  what  have  you.  Trained  personnel,  not  only 
research  personnel--but  enormous  funding  for  the  training  of  per- 
sonnel. And  it  has  been  outstanding  research,  as  the  other 
institutes  are. 

Since  I came  on  board  in  1959,  it  was  decided  to  have  research 
training  at  one  place,  and  the  decision  had  been  made  as  to  what  it 
would  be.  Research  would  go  to  NIH,  and  at  that  point  services 
would  go  to  something  called  the  Bureau  of  State  Services  and 
Training--! 've  forgotten  where.  Dr.  Felix  said,  "Yes,  sir,"  to 
the  Surgeon  General  and  then  sent  the  list  to  the  Hill  and  got  it 
reversed,  and  it  was  my  prototype  and  teaching  mentor  about  how  to 
behave  in  a bureaucracy.  But  it  does  have,  again,  important  impli- 
cations for  Huntington's  disease,  because  what  good  is  the  research 
if  the  knowledge  isn't  getting  out  there,  or  what  good  is  the  ser- 
vice if  you  don't  pick  up  the  leads  to  research,  et  cetera,  et 
cetera?  We  have  some  interesting  skill  in  that  area. 

But  then,  getting  down  to  the  last  of  this  little  spiel  before 
you  get  at  me,  what  more  could  or  should  we  do?  I think  that's  the 
important  thing.  And  I even  think  it's  important  to  answer  the 
question:  What  more  could  we  do  even  if  we  don't  get  more  money. 

Now,  I would  say  what  more  could  we  do  even  if  we  don't  get  more 
money  is  something  to  take  very  responsibly,  very  seriously.  But 
I think  if  we  can't  convert  your  advocacy  into  some  more  resources, 
that  would  be  a sad  day.  I think  there  ought  to  be  a payoff  both 
on  what  could  be  done  better  within  the  resources  now  being  expended 
out  there  and  what  more  could  be  done — a little  bit  more — that  might 
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make  a big  difference  even  to  retailor  the  resources  now  being  spent. 
Well,  let  me  just  list  a few  areas  where  we  could  do  more,  and  I 
won’t  go  into  great  detail: 

Obviously,  in  the  communications  and  information  line  already 
spelled  out,  something  more  might  be  done.  We  have  a large  clear- 
inghouse for  mental  health  information.  We  would  be  glad,  for 
example,  to  pet  together  a bibliography  that  any  research  or  service 
person  could  call  in  for.  We  have  a clearinghouse  service,  so  you 
know  there's  a place  where  you  could  write  in,  and  that  infoirmation 
would  be  put  together  and  updated  of  clearinghouse  resources-- 
practical  ways  of  being  helpful  within  the  current  resources. 

In  the  research  I have  a longer  set  of  places  and  what  we  do 
in  research  and  where  we  could  do  more.  I won't  go  into  the  details 
here,  because  in  a sense  it  would  be  overtalking;  I just  want  to  make 
a point.  We  do  have  the  details,  and  Dr.  Wexler  in  working  with  our 
staff,  I'm  sure,  could  get  that  with  you  and  for  you. 

In  services  (perhaps  the  most  important  arena)  we  have  an  extra- 
ordinary program,  the  Community  Mental  Health  Services  Program, 
launched  by  President  Kennedy.  Some  of  you  know  I was  brought  in 
to  the  White  House  in  mental  retardation  as  his  assistant,  which  had 
heavy  neurologic  and  organic  components,  and  served  as  his  Mental 
Health  and  Mental  Retardation  Special  Assistant.  That  program  was 
a dream  which  has  become  true,  because  right  now,  of  the  5 m.illion 
people  who  were  served  in  mental  health  facilities,  all  in  all  2 
million  were  served  through  that  mental  health  community  system., 
and  people  thought  that  was  impossible;  it  was  a dream  beyond  achiev- 
ing. It's  the  only  legislation  that  keeps  getting  passed  over 
Presidential  vetoes;  it's  renewed;  the  money  gets  im^pounded;  the 
people  vote  for  this  community-based  system. 

Now,  what  have  they  done  for  Huntington's  disease?  We  don't 
know.  We  could  do  a survey  perhaps  and  see  what's  out  there.  It 

would  not  be  hard  to  find  out  what  they  are  or  are  not  doing.  They 

could  do  more;  I'm  sure  of  that.  I will  say  they're  an  overloaded 
ideal  vehicle,  because  they  work  well;  everything  is  demianded  of 
them.  You  name  it.  I could  go  on  and  on.  The  system^'s  out  there; 
and  hence,  it's  demanded  of,  and  they  don't  quite  have  that  strength 
yet.  But,  on  the  other  hand,  any  time  additional  resources  come 
along,  the  receptacle  vehicle  to  do  more  is  there.  For  example,  a 

modest  $2  million--and  that  is  just  a round  example--for  pilot 
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programs  in  centers  for  services  in  genetics  or  for  a Huntington ' s- 
type  disease.  There’s  a vehicle  at  least  out  there  to  do  the  work 
in  600  communities;  100  million  people.  Training  and  manpower — 
enormous  possibilities.  We  have,  for  example,  some  new  thrusts  in 
training  and  manpower  (working  with  primary  care  physicians)  which 
come  down  to  family  physicians,  general  physicians,  specialists. 

We  could,  perhaps,  use  Huntington's  disease  as  a nice  place  to  link 
where  the  primary  physician  runs  into  it,  where  mental  health  and 
neurology  have  something  to  offer.  I won't  overdetail  that. 

The  last  point  I'm  going  to  make  is  the  point  I made  at  the 
start;  it's  an  intuitive  one.  One  of  the  reasons  for  survival  is 
that  I'm  keenly  aware  that  we  get  as  much  as  we're  willing  to  pay 
for.  That's  a fancier  way  of  saying  it.  And  I think  that  we  ought 
to  be  willing  to  pay  more.  My  happiest  occasions  are  when  I get  a 
group  of  physicians  or  social  workers  or  mental  health  citizen  types 
or  what  have  you,  and  after  they  finish  demanding  "More  this,  more 
that,"  I pull  a little  ploy  on  them.  I say,  "Not  for  the  B1  Bomber, 

I understand  that.  But  how  many  of  you  are  willing  to  have  your 
taxes  raised?"  I always  get  a minority  vote,  even  when  the  con- 
stituent groups  are  demanding  more.  And  until  people  are  willing  to 
pay  for  it,  we're  not  going  to  get  more.  I think  that  the  job  of 
this  group  is  to  perhaps  think  about  that  problem--the  willingness 
to  pay.  However,  I think  you  could  get  more,  which  would  make  a 
big  different  in  molding  the  $160  billion  help  that  is  required. 

GUTHRIE:  I have  to  tell  you  a story,  then.  It  ties  in  with 

yours.  Just  a brief  one.  When  my  son  Arlo  was  asked  on  several 
occasions,  "Your  mother  keeps  talking  about  health  all  the  time, 
and  you  do  have  to  spend  some  money  on  defense,  after  all,"  his 
answer  was,  "But  you  do  want  healthy  guys  to  man  those  guns,  don't 
you?"  [Laughter.]  So  we're  back  to  the  health  field  again. 

Jennifer,  you  have  a question? 

SIMON;  Well,  I'm  not  sure  that  Dr.  Brown  hasn't  answered  my 
question,  really.  I suppose  I'd  just  like  to  reiterate,  of  course, 
we're  all  interested  in  psychotherapy  for  HD  patients  and  spouses 
and  people  at  risk.  I think  it  has  been  said  this  morning — and 
you're  more  than  aware,  I'm  sure — that  the  mental  health  professionals 
very  often  don't  know  what  to  do;  they  don't  know  about  the  disease, 
what  to  expect,  and  the  mental  health  problems.  But  probably,  I 
suppose,  you  would  agree  the  worst  aspects  of  HD... now  what  could 
you  suggest — and  I'm  sure  you  must  have  many  suggestions — as  to  how 
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we  could  better  make  use  of  the  mental  health  programs  in  your 
services? 

BROWN:  Let  me  take  a chance  at  this  point  to  ask  Dr.  Goldstein. 

He's  Associate  Director  of  our  Services  Division.  He  has  some  very 
creative  thoughts  about  the  services  arena. 

GOLDSTEIN:  ...not  so  much  a lack  of  technology  in  Huntington's. 

We  do  know  how  to  do  therapy.  There  are  remarkable  opportunities, 
for  example,  in  providing  family  therapy  in  community  mental  health 
centers.  That  is  a modality  that  is  used  extensively,  but  not,  I 
believe,  with  Huntington's  disease  victims  and  their  families.  I 
can  see  on  a pilot  basis  a number  of  family  groups  set  up  in  various 
communities  across  the  country  in  community  mental  health  centers, 
which  would  not  only  provide  direct  services  on  a limited  basis,  but 
increase  the  visibility  of  the  kinds  of  techniques  and  approaches 
that  could  be  used.  I don't  think  it's  a problem  of  not  knowing 
what  to  do , it's  applying  techniques  that  already  exist  that  people 
with  Huntington's  disease  are  not  now  getting.  That's  one  example. 

Another  kind  of  thing  that  could  be  done  is  to  increase  through 
continuing  education  the  skills  of  people  who  are  working  in  service 
facilities  that  don't  provide  such  services  to  people  with  Hunting- 
ton's disease,  because,  as  Dr.  Brown  points  out,  this  falls  into 
cracks,  and  we  can  provide  access  to  the  facilities  we  now  have.  We 
have  now  approximately  600  community  mental  health  centers,  but  it's 
interesting,  because  most  of  these  centers  were  affiliated  with  a 
wide  number  of  community  agencies.  There  are  probably  1,800  or 
1,900  different  service  facilities  throughout  the  United  States  that 
come  under  the  community  mental  health  system — perhaps  more.  There's 
a tremendous  system  out  there  where  things  can  be  done,  and  I think 
we  should  apply  the  issue  of  some  of  the  techniques  and  strategies 


GUTHRIE:  This  is  what's  on  my  mind.  Again,  we  heard  about 

before  that  there  are  centers.  What  kind  of  centers?  Who  describes 
them?  And  how  do  people  know  that  there  is  a place  to  go?  People 
don't  know.  Now,  you're  telling  me  about  all  these  community  mental 
health  centers.  I think  it  would  be  very  helpful  if  we  could  have  a 
dialogue  and  find  out  what  you  have  there  that  is  good  for  our 
people.  Dr.  Brown,  I point  out — you  were  not  in  the  room — you 
happen  to  have  taken  my  speech  [laughter] . 
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I've  been  going  around  the  country,  talking  about  neuroscience, 
man's  brain,  and,  on  the  other  hand,  genetics,  and  saying  that  these 
are  the  two  big  challenges  today  for  the  young  scientists,  and 
they're  new.  I always  tell  about  how  the  Neurological  Institute  is 
26  years  old;  the  NIGMS  is  only  13  years  old,  so  that  I do  speak  the 
way  you  do.  I think  you  should  know  that  our  Commission  is  committed 
here  to  the  understanding  of  the  place  of  Huntington's  as  a part  of 
neuroscience  and  genetic  research  and  interests.  So  we  do  agree 
with  you  already  in  that  concept. 

The  thing  is,  again,  how  can  we  take  what  this  Commission  can 
suggest?  And  we  do  believe  we  understand  the  resources.  Is  it  good 
for  us  to  ally  ourselves  in  some  way  with  the  recommendations 
through  the  mental  health  centers  to  get  the  kind  of  help  we  need 
initially?  Later  on,  it  may  be  another  kind  of  center.  We  want  to 
know  what  kind  of  thoughts  we  should  generate  based  on  what's 
already  out  there  to  get  the  services  that  exist,  to  add  to  those 
that  don't  exist,  within  the  framework  of  the  limitations  of  re- 
sources. I think  we  understand  that.  But  we  need  to  know  more 
about  what  your  center,  for  instance,  provides.  Give  us  more. 

Don't  just  tell  us  there's  a center. 

GOLDSTEIN:  ...one  of  the  components  of  the  community  mental 

health  centers--and  conceptual  themes — is  accessibility.  Centers 
must  provide  services,  or  make  services  available  to  virtually 
everyone  in  that  catchment  area,  that  geographic  area,  and  that's 
been  the  core  of  the  program--when  these  centers  have  outreach 
facilities.  Unfortunately,  it  seems  that  Huntington's  disease  is 
not  one  of  the  target  populations  on  which  there's  great  focus, 
but  conceptually  it's  consistent  with  what  centers  are  already 
doing. 

GUTHRIE:  Could  it  change,  knowing  that  maybe  75  percent  at 

least  of  our  patients  don't  know  they  have  a neurologic  impairment 
in  the  beginning?  It  is  conceivably  called  a mental  illness  of  some 
kind,  a disturbance  in  the  family:  the  father's  beginning  to  drink; 

there  are  family  problems.  Conceivably,  they  would  go  to  a mental 
health  center  first.  I would  say  about  75  pe  tent,  wouldn't  you, 
on  the  whole?  More  then  the  physical  symptoms,  the  mental  symptoms 
come  first  in  the  majority  of  the  families--or  some  kind  of  mental 
problem. 
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GOLDSTEIN;  I don't  )cnow  if  you  know  the  epidemiologic — or  the 
road  to  treatment,  to  use  a simpler  word.  Say  last  year  that  there 
were  100  new  cases,  in  the  sense  of  symptoms  starting;  maybe  30  came 
in  through  the  family  knowing  about  it;  another  30  probably  came  in 
through  the  mental  health  system  in  some  way,  be  it  a private  psychi 
atrist  or  a center,  or  what  have  you — (I  say  it's  happening  that  way 
right  now;  there  may  be  a lack  of  awareness ) --and  another  30  came 
through  the  general  health/primary  care  family  physician  system-- 
to  see  the  breakdown. 

If  I were  on  your  side  of  the  table,  however,  I would  be 
wanting  to  make  sure  that  all  the  resources  knew  about  this  and 
might  pay  attention  to  it.  I would  be  approaching  in  an  advocacy 
way  the  American  Hospital  Association,  AMA,  NIMH,  mental  health 
centers,  state  mental  health  authorities,  and  the  HSA's.  I wouldn't 
leave  any  approach  out,  because  I think  the  manifold  nature  of  the 
symptoms  and  the  impact  on  the  family  ' 'ich  everybody.  All  we're 
talking  about  here  is  focusing  some  mo  .3  knowledge  both  on  the  pro- 
vider and  consumer  on  Huntington's  disease. 

What  I am  unclear  on  at  this  point--and,  perhaps,  if  I could 
throw  a question  back  to  some  of  the  professional  scientists  on  the 
Conmission--is  the  extensiveness  of  the  disorder.  Are  we  talking 
about  10,000  cases?  100  cases?  How  many  are  we  talking  about  would 
show  up? 

GUTHRIE:  If  you  don't  mind--I 'm  not  the  professional  on  the 

Commission,  but  I want  to  tell  you  that  every  time  I go  on  a tele- 
vision show  with  a professional,  they  always  give  you  an  answer. 

And  then  I turn  around  and  say,  "Doctor,  you  are  basing  it  on  a 
1922  study  repeated  in  1960."  Since  the  Committee  to  Combat  Hunting 
ton's  Disease  started  in  1967,  we  have  already  found  approximately 
7,000  families  with  Huntington's,  and  we  don't  know  how  far  they 
extend  into  the  community. 

But  there  is  one  survey  we  can  give  you,  and  it's  the  only 
accurate  one  that  we  know.  I mean  an  honest,  accurate  record  was 
made — and  I won't  even  call  it  com.plete--and  that  was  in  the  VA 
system  alone.  We  had  a recent  survey,  and  the  answer  just  2 months 
ago  is  that  there  are  500  known,  identified  HD  patients  in  the  VA 
system  today.  Therefore,  that  eliminates  outpatients,  it  eliminates 
women  on  the  whole,  it  eliminates  children,  and  those  misdiagnosed 
in  the  VA  system  alone.  And  then  we  do  have  a figure  of  500  who 
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have  been  discharged  either  to  a home,  or  to  a care  facility,  or  to 
go  home.  So  I'm  talking  about  right  now  1,000  within  the  VA  system 
alone.  That's  a very  recent  survey.  Any  physician  who  answers 
otherwise  and  gives  a figure — I hope  he  doesn't  mind — who's  sitting 
at  the  table — am  I right,  though,  that  this  is  the  answer  I've  been 
giving?  And  I think  I'm  right. 

M.  WEXLER:  I think  the  problem  is  a complicated  one,  because 

the  question  that  arises : Are  you  talking  about  patients  who  are 

actually  suffering  from  Huntington's  disease?  They  are  part  of  the 
patient  population  who  might  require  community  mental  health  ser- 
vices. But  then  there's  this  extended  group  that  represents  the 
families  of  the  patients — also  sufferers — who  have  psychological 
problems.  So  I think  the  group  would  be  quite  substantial.  I think 
you'd  be  talking  in  the  tens  of  thousands.  That's  a kind  of  rough 
indication . . . 

SCHACHT : I'd  like  to  ask  a question  for  clarification  of  how 

the  community  mental  health  centers  actually  occur.  I've  had  some 
experience  with  them.  They  are  local,  or  they  are  nonprofit  corpor- 
ations set  up  by  the  local  communities,  and  they  are  funded — am  I 
correct — 50  percent  by  local  money  and  50  percent  by  Federal  money 
passed  through  state  agencies? 

BROWN:  It's  much  more  complex  than  that.  It's  a Federal  pro- 

gram that's  had  four  legislative  renewals,  each  one  with  increasing 
comprehensiveness  and  complexity.  But  basically,  the  notion  still 
existing  is  the  Federal  Government  starts  at  a higher  match  (75  of 
90),  and  then  it  phases  out  (originally  over  5 years,  and  then  over 
8 years) , so  that  state  and  local  and  private  money  takes  over 
entirely.  So  out  of  600  centers,  close  to  100  are  graduates  and 
have  no  more  Federal  funds  at  all  and  are  supported.  So  it  was  not 
a continuing  Federal  thing;  it  was  very  different. 

SCHACHT:  So  then,  at  least  in  my  state,  the  match  at  this 

point  is  50-50  local  and  either  state  or  Federal  funds? 

BROWN:  What  state  is  that? 

SCHACHT:  Minnesota. 

BROWN:  Minnesota  has  relatively  few  mental  health  centers;  it's 

had  several  constructions.  There  is  a state  matching  thing  that  you 
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may  be  having,  as  in  Iowa.  You  have  state-local  matching.  Only  a 
handful  have  any  Federal  funds. 

SCHACHT:  I realize  that.  One  of  the  things  that  I have  ob- 

served is  that  the  decision  as  to  what  kind  of  services  those  local 
health  centers  are  going  to  provide  really  lies  in  the  hands  of  the 
mental  health  centers. 

BROWN:  Not  when  they're  Federal;  that's  the  point.  If  you're 

Federal  you  have  to  file  to  Central  Services,  which  Minnesota  fought 
tooth  and  nail  under — tooth  and  nail.  They  would  not  have  any  of 
that  Federal  authoritarian  control — Hubert  Humphrey--and  they  had 
to  do  it  their  way.  But  we  insisted  on  inpatient,  outpatient  trans- 
itional service  access  24  hours  a day;  that  was  the  model,  which 
was  not  the  Minnesota  model,  which  might  be  inpatient,  outpatient-- 
the  local  folks  will  decide  best. 

GUTHRIE:  Does  that  criteria  still  maintain  in  the  others? 

BROWN:  Oh,  yes.  This  is  continuing;  all  Federal  supportive. 

Now,  it's  been  expanded,  so  that  you  have  to  have  children,  elderly, 
special  population  groups,  and  what  have  you. 

GOLDSTEIN:  Any  genetic  or  nonprofit  private  organization  can 

serve  as  an  applicant  for  a center.  There  are  a wide  variety  of 
applicants.  There  are  hospitals,  universities,  family  service 
organizations,  clinics.  There  is  a dizzying  array  of  facilities 
which  are  applicants. 

SCHACHT:  Is  Minnesota,  then,  unique  in  its  unwillingness  to 

be  cooperative? 

BROWN:  Minnesota  is  not  unique.  There  have  been  a half-dozen 

states  that  felt  that  way,  because  they  were  "apple  pie"  American, 
in  the  best  sense  of  the  word.  They've  lived  to  regret  it,  because 
what  came  out  of  the  Federal  Government  was  more  "apple  pie" 
American;  it  was  not  dictation,  it  was  just  spelling  out  what  was 
essential.  What  was  not  included  were  genetic  disorders  and  neuro- 
logic disorders,  and  what  have  you,  and  that  has  to  do  with  the 
state  of  thinking  in  the  early  sixties  regarding  neurology  or 
genetics . 
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Now,  mental  retardation,  for  example,  a different  thing,  had  a 
different  schism;  the  mental  retardation  folks  wanted  to  have 
nothing  to  do  with  mental  health  sort  of  programs;  went  separately, 
which  at  least  for  children  was  unfortunate,  because  they  overlapped, 
and  the  problem  of  children  didn't  lend  itself  very  neatly  to  child 
mental  health  on  the  one  hand,  and  MR  on  the  other. 

SCHACHT:  I would  be  very  reluctant  to  make  referral  of  HD 

patients  or  families  to  most  of  our  mental  health  centers. 

BROWN;  Yes.  I think  that's  correct. 

SCHACHT;  And  I was  just  wondering  if  we  were  unique,  or  if  this 
were  true  in  other  states;  if  there  was  that  much  variation. 

BROWN;  It's  true  in  other  states,  but  it's  not  prevalent. 

You  have  a widespread  spectrum.  Suppose  you  had  a family  member 
with  HD,  or  you  were  the  disturbed  family  member,  wondering  about 
your — what  have  you.  I would  say  there's  probably  around  200  mental 
health  centers  that  I would  trust  myself  to;  there  are  200  I would 
stay  away  from;  and  there  are  200  I just  don't  know. 

N.  WEXLER;  That  really  is  keen.  I think  that's  where  our 
Commission  recommendations  will  probably  focus,  because  we've 
traveled  around  the  country  hearing  testimony.  I think  that 
probably  the  majority  of  the  testimony  comes  from  the  200  that  you 
would  stay  away  from,  or  maybe  the  question  marks.  The  kind  of  tes- 
timony that  we've  heard  is;  one  man  that  worked  at  the  community 
mental  health  center  in  Kansas,  who  also  worked  with  a neurology 
unit,  said  the  neurologists,  first  of  all,  would  never  refer;  and 
if  the  patient  ever  got  down  there,  the  center  wouldn't  know  what 
to  do  with  him  anyway.  I've  seen  even  very  good  clinical  psychology 
programs  that,  when  they're  faced  with  a so-called  neurological 
problem,  just  fall  apart.  I mean  they  don't  know  what  do  do.  All 
their  training — somehow  it  evaporates,  because  they  don't  know  what 
to  expect,  and  the  notion  of  interaction — that  someone  could  have  a 
brain  disease  and  a personality — is  formed,  so  that  part  of  our  con- 
cern is  somehow  to  try  to  change  the  conscious  awareness  of  what  the 
community  mental  health  centers  are  doing  by  having  them  deal  with 
brain  diseases,  which  includes  mental  health  problems  and  neurolog- 
ical problems  which  have  major  psychiatric  components. 


6-64 


Washington,  D.C. 


May  20-21,  1977 


Mow  can  we  suggest  to  the  NIMH  what  kinds  of  retraining  programs 
teaching  packages,  certain  kinds  of  specialized  services  within  the 
existing  framework;  that  there  could  be  specialized  groups  or  special 
ized  family  programs?  The  basic  techniques  are  probably  the  same, 
but  there  is,  I would  guess,  a package  of  training  skills  which  may 
be  different.  Outreach  may  be  different.  Maybe  to  the  neurology 
services,  to  genetic  services  of  hospitals,  it  may  be  a certain  kind 
of  generalized  training  on  psychological  response  to  physical 
disease--a  body  of  learning  there.  I don't  know  how  well  that's 
incorporated  into  the  usual  kind  of  training.  We  had  a neurologist 
come  to  speak  to  our  public  education  group  to  make  a plea... 

BROWN:  Useful  suggestion.  Even  having  Dr.  [Saperstein] , 

President  of  the  APA,  the  head  of  the  chairmen  of  professors  of 
psychiatry,  in  the  Huntington's  disease  hearing,  you  will  have  spent 
one  hour,  and  you  will  have  an  enormous  wave-like  influence  which 
will  find  its  way  into  your  final  report. 

APTEKAR:  Dr.  Brown,  if  I could  just  follow  up  a little  bit  on 

this  medical  care,  I think  your  suggestion's  a good  one  as  a comple- 
mentary aid.  But  I think  that  in  that  the  Commission  is  taking  an 
hour  of  its  time  and  your  time  to  talk  now  about  NIMH  and  the  commun- 
ity mental  health  movement,  it  would  be  helpful  to  get  the  three  of 
you,  as  leaders  in  this  field,  to  also  speak  with  regard  to  the  in- 
fluence that  you  may  be  able  to  have  over  the  programs  that  you're 
federally  responsible  for. 

A number  of  people  have  been,  of  course,  concerned,  as  I am 
sure  you  have,  about  the  quality  of  medical  care  within  the  mental 
health  field,  particularly  in  the  institutions  which  are  operating. 

If  we  couple  that  with  the  deinstitutionalization  movement  that's 
underway,  and  we  take  a look  at  HD's  degenerative  characteristics, 
then  it  would  be  apparent  to  me  that  we  must  do  something,  number 
one,  to  deal  with,  as  has  been  mentioned  by  Dr.  Wexler,  the  issue  of 
the  quality  of  medical  capabilities  within  the  psychiatric  and 
psychological  professions,  which,  of  course,  will  follow  up  on  your 
suggestions;  in  addition  to  that,  the  general  quality  of  medical  care 
that  exists  and  the  ability  to  detect  that. 

If  we  take  a look,  for  example,  at  the  total  number  of  neurolog- 
ical impairments  that  are  located  within  those  institutions,  we  have 
quite  a high  number  in  percent — the  total  of  mental  health  beds. 

What  can  we  do  to  try  to  increase  that  capability  of  being  able  to 
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recognize,  diagnose,  treat,  and  follow  through,  coupled  then  with 
what  happens  when  that  person  is  into  the  community  in  one  form  or 
another,  whether  in  some  form  of  long-term  medical  bed  capacity? 

What  happens  to  the  mental  health  center  in  terms  of  its  concern  for 
a continuxim  of  care  for  these  patients  and  whether  or  not  their 
medical  plans,  if  you  will,  upon  discharge  from  the  institution  are 
planned  for  in  recognition  of  the  degenerative  nature  of  the  disease 
over  the  long  haul? 

BROWN:  Well,  you're  asking  a question  of  how  can  we  do  what  we 

surely  could  and  should  to  upgrade  the  medical  care,  neurological, 
in  both  institutions  and  the  outpatient  followup  community  care? 
That's  a mighty  complex  question.  It  has  to  do  with  administration, 
training  of  physicians,  who  runs  it,  quality  assurance.  I don't 
think  it's  an  answerable  question.  I think  it's  a seminar-like 
dialogue. 

What  we  can  do  right  now  is  enhance  awareness.  We  can  high- 
light deficiencies.  Many  of  the  problems  that  hold  us  back  are 

much  more  profound  than  one  could  deal  with,  other  than  getting  to 
root  education.  That's  why  I mentioned  the  psycho logy -neurology 
aspect  so  early.  If  one  is  saying  that  psychiatrists  ought  to  know 
more  about  organic  brain  disease  then  neurologists,  one  has  to  go 

into  the  sociology  of  the  medical  profession  to  ask  why  the  split 

took  place.  Yet,  the  split  is  not  total.  The  young  in  college 
are  all  taking  their  Boards  right  now,  and  they  still  have  to  pass 
neurology.  I'm  glad  it's  still  in  there.  But  it's  not  easy  to 
improve  that  thing.  You're  talking  about  a total  upgrading  of  the 
whole  range  of  ethics... 

APTEKAR:  Yes.  But  in  order  to  do  that,  there  also  needs  to  be 

as  you  say,  an  awareness* — and  at  this  point  we're  talking  from  the 
top — an  awareness  at  the  NIMH  level  of  the  fact  that  there  are  a lot 
of  constituents  out  there  with  neurological  disorders;  and,  two,  the 
capability  to  begin  sharing  that  awareness  through  things  that  have 
been  discussed:  for  example,  training  packages  and  even  standard- 

setting for  staff  that  are  employed  through  these  types  of  facili- 
ties; and  a monitoring  to  see  whether  or  not  in  fact  quality 
standards  of  medical  care  performed  not  only  through  third-party 
payment  and  PSRO  mechanisms  and  the  rest  (which  I'm  sure  this  Commis 
sion  will  explore) , but  through  the  NIMH  funding  mechanism,  per  se, 
in  terms  of  levels  of  standards  that  can  be  mandated  and  supported, 
coupled  with  training  opportunities  and  the  informational  material 
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that  you've  described.  As  you  say,  a very  complex  series  of  issues. 
But  the  NIMH  perspective,  coupled  with  that  awareness,  and  the  shar- 
ing of  that  awareness,  might  be  a step  in  the  right  direction. 

BROWN:  Well,  you  have  that  full  commitment.  You  have  aware- 

ness, and  I'm  certainly  trying  to  share  it.  I think  this  disease 
has  become  what  one  might  call  a constructive,  creative  Trojan 
horse  leading  the  whole  field  into  more  neurological  and  medical 
awareness.  That's  what  you're  saying  [laughter]. 

M.  WEXLER:  I think  there's  one  area  that  we  haven't  touched 

on.  You  began  your  presentation  with  neurosciences  and  Floyd 
Bloom,  and  that  leads  us  to  the  problem  of  Huntington's  disease  as 
a very  nice  model  for  dementias  and  schizophrenia.  How  are  we 
going  to  get  assistance  in  this  area  to  do  basic  research  in  the 
organic  problems  involved  as  it  relates  to  the  psychological 
problems  and  the  disease  itself? 

BROWN:  I had  some  very  interesting  material  on  that,  and 

Dr.  Wexler  and  the  staff  even  sharpened  the  records.  For  example, 
we're  going  to  have  a conference  on  Alzheimer's  disease  in  just  a 
month  or  so.  It  is  very  nice  in  the  sense  that  it  brings  together 
not  only  Dr.  Fredrickson,  but  Dr.  Tower,  Dr.  Butler,  and  myself — 
the  three  Institutes  cooperating  on  a pragmatic  issue  of  not  only 
neurosciences,  but  specific  disorder,  and  the  question  is  overlapped 
with  Huntington's  disease.  Now,  is  there  such  a thing?  How  does 
it  fit?  Is  there  such  a thing  as  presenile  dementia?  And  it  goes 
on  and  on.  We  supported  our  recent  symposium  which  had  to  do  with 
basic  information  around  schizophrenia,  tardive  dyskinesias,  Hunt- 
ington's disease.  So  we  are  supporting  seminars  that  bring  these 
things  together — actual  hard  data.  In  addition,  there  are  several 
other  opportunities.  For  example,  we  are  launching  a clinical  re- 
search center  movement.  Wouldn't  it  be  nice  if  one  of  those  clinical 
research  centers  had  a focus  on  organic,  genetic,  neurologic,  or 
behavioral  disorders? 

GUTHRIE:  We'd  be  very  interested,  yes. 

BROWN:  This  would  be  a very  powerful  kind  of  a thing  to 

consider.  But  you'd  have  to  find  some  group  or  university  where 
that  specific  thing  is  possible.  Now,  all  those  things  are  moving 
ahead  moderately  well  and  moved  ahead  even  before  we  heard  of  the 
Commission. 
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Right  now  our  issue  is  resources,  and  I'm  keenly  aware  of  the 
limitations,  and  the  tax  speech,  and  all  of  that.  But  there's  just 
no  doubt  in  my  mind  that  in  our  particular  field  we  have  in  mental 
health  somewhere  between  15  or  20  percent  of  the  total  health  care 
field — a $30  or  $30  billion  enterprise.  We  have  the  lowest  funded 
research  enterprise  (less  than  1 percent)  in  stark  contrast  to 
heart  disease  and  cancer,  so  that  I have  been  a clear  advocate  now 
for  the  last  3 years  for  doubling  our  research  budget.  It  has  been 
successful  the  last  2 years,  despite  difficult  times  in  turning  it 
around  after  a long  decline.  I think  we  need  more  resources  to  do 
the  task,  and  I think  that  this  Commission  could  somehow  align  it- 
self with  the  resource — maybe  not  creating  the  resource,  but  aligning 
itself.  For  example,  we've  taken  a look  at  the  clinical  research 
center,  and  very  much  we'd  like  to  see  one  of  those  centers  focused, 
and  I think  on  the  genetic  diseases  or  neurological  disorders  or 
even  Huntington's  disease.  It  becomes  part  of  the  expansion  of  the 
'79  budget,  and  something  that's  funded  and  going.  To  pressure  us 
to  do  it  will  not  make  it  come  about.  It  might  help  if  somebody  out 
there  is  pushing  it. 

GUTHRIE:  We  are  doing  our  part,  you  know.  I think  back  to 

when  I first  came  to  Washington,  and  I innocently  went  and  testified 
for  four  Institutes,  and  somebody  said  to  me,  "You're  not  supposed 
to."  I said,  "I  don't  know  that;  I'm  interested  in  four  Institutes," 
and  that's  the  way  I felt.  I saw  that  my  problem  was  crossing  the 
lines  of  four.  Now  I believe  in  saying  more  than  four, 

BROWN:  You  can  say  seven  or  eight.  And  you'd  really  be 

specific  when  you  have  Child  Health  and  NIGMS  to  deal  with,  and 
some  others . . . 

GUTHRIE:  ...and  the  Aging.  I mean  all  of  them... 

M.  WEXLER:  Floyd  has  the  dream  of  the  brain  institute.  Is  that 

more  a dream,  or  is  there  any  possibility  of  a reality  in  that,  to 
combine  those  institutes  that  you  mentioned  in  terms  of  the  neuro- 
sciences thrust:  NIMH,  NNCDSI,  Aging,  et  cetera? 

BROWN:  I think  it's  something  that  may  well  come  to  be.  It's 

a beautiful  vision  and  dream.  I'd  love  to  see  a brain  and  behavior 
cluster.  Of  course,  when  you  do  anything  like  that  it  will  be  the 
power  of  science,  the  power  of  concept,  triumphing  over  the  politics 
that  created  this  Commission.  Of  course,  it's  the  politics  that 
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created  this  Conunission  that  keeps  the ...  separate  from  drugs, 
separate  from  alcohol,  separate  from  mental  retardation.  Do  you 
see  my  point? 

GUTHRIE:  Except  that  we  did  not  ask  specifically  for  a 

Commission.  We  asked  for  help.  Well,  our  hope  is  that  this  Commis- 
sion will  take  a position  that  will  be  broader  than  just  the  concept 
of  the  one  disease.  This  is  what  we  had  hoped  that  it  will  take, 
and  we  have  taken  that. . . 

BROWN:  Well,  what  I'm  so  pleased  at  in  the  dialogue  is  that 

while  you  were  fairly  interested  in  Huntington's  disease,  it  so 
comfortably  works  into  the  medical  care,  into  neurology,  into 
genetics.  That's  really  the  beautiful  part  of  what  you're  doing. 

GUTHRIE:  We  hope  we  can  lead  the  way. 

M.  WEXLER:  In  the  symposiums  that  you  have,  do  you  ever  have 

less  structured  ones?  Do  you  have  small,  informal  interdisciplinary 
workshops  on  a particular  problem? 

BROWN:  Frequently.  I don't  spend  all  the  time  on  an  informal 

basis,  yet. 

M.  WEXLER:  What's  the  impetus  for  that?  Is  that  within  the 

Institutes?  Somebody  gets  an  idea  from  outside,  or  is  that... 

BROWN:  Any  and  all.  Yes,  both. 

M.  WEXLER:  Might  that  be  an  avenue  where  we  can  introduce 

more  of  the  brain  and  behavior  aspects  to  these  various  neurologi- 
cal and  genetic  diseases?  Just  to  have  people  brainstorming  about 
HD  or  torsion  dystonia  or  God  knows  what  else--dementias. . . 

BROWN:  Yes,  that  would  happen,  but  the  personal  group  that 

motivates  would  have  to  be  a continuing  force.  I mean  I could  do 

something  gimmicky.  You  see,  it's  more  substantive  to  get  out 

100,000  of  this;  that's  substantive.  It  will  go  out,  and  some  good 
will  come  of  it.  It  will  happen.  It  would  be  perhaps  gimmicky  if 
I told  my  Intreimural  Chief,  "I  want  you  to  have  a symposium  on 

Huntington's  disease  and  bring  together  some  people  on  it,"  and 

nobody  there  was  motivated  to  carry  out.  On  the  other  hand,  if  some 
scientist  was  interested,  or  some  group  wanted  to  just  think  about 
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it,  or  some  outside  university  said,  "I  want  to  hold  a small  sym- 
posium, because  I'm  thinking  of  a clinical  research  center  in  this 
field,"  then  there's  a more  primal  motivation  which  would  lead  to 
something.  Do  you  see  my  point? 

GUTHRIE:  I think  that's  already  happening,  that  there  are 

some  people  who  have  expressed  a desire  for  a clinical  research 
cneter  in  the  neurosciences.  These  people  would  be  interested, 
perhaps,  in  your  help  to  get  them  started,  because  they  do  have  the 
facility  and  the  place  to  continue.  This  is  possible. 

M.  WEXLER:  Excuse  me.  Is  that  journal  published  by  NIMH? 

BROWN:  No,  no.  This  is  published  by  [a  private]  outfit;  a 

very  good  set  of  editors  who  found  that  there  was  a stronger,  large 
market,  which  has  not  been  successful,  of  psychologic  products  for 
the  general  medical  profession. 

GUTHRIE:  Can  I say  thanks  for  coming.  We  have  to  break. 

Lunchtime  is  around.  It's  been  really  a pleasure  to  see  you  and 
talk  with  you  and  your  staff.  We  hope  that  we'll  have  an  opportun- 
ity to  get  together  again.  Thank  you. 
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GUTHRIE:  Let  me  inttoduce  our  guests  who  are  members  of  the 

Social  Security  Administration:  This  is  Dr.  Blumenfeld,  who  is  the 

Acting  Chief  Medical  Officer;  Mr.  Smith,  Commissioner  for  Program 
Policy;  Mr.  Bonin,  Division  of  Disability;  and  Miss  Lotwin,  Supple- 
mental Security  Income  Policy  Branch  Chief. 

I should  tell  our  members  of  the  Commission  that  prior  to 
opening  our  formal  meeting,  I did  give  a very  quick  rundown  of 
what  Huntington's  disease  is,  so  that  they  might  know  a little  more 
about  what  we're  going  to  talk  about  this  afternoon.  I think  we 
would  like  to  hear  from  you  and  ask  some  questions,  if  we  may,  about 
how  families  who  have  chronic  long-term  illnesses  have  presented  us 
in  their  testimony  with  a variety  of  problems.  We've  heard  some 
very  interesting  problems  from  our  families,  and,  of  course,  we're 
looking  for  answers.  Do  you  want  to  make  any  statement  to  us  at 
this  time  in  terms  of  chronic  disease,  or  just  what  would  you  like? 
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TESTIMONY  OF 
ELMER  W.  SMITH 
ASSOCIATE  COMMISSIONER 
FOR  PROGRAM  POLICY  AND  PLANNING 
SOCIAL  SECURITY  ADMINISTRATION,  DREW 

and 

RAYMOND  BONIN 
DIRECTOR 

DIVISION  OF  DISABILITY  POLICY 
SOCIAL  SECURITY  ADMINISTRATION,  DREW 

and 

HERBERT  BLUMENFELD,  M.D. 

ACTING  CHIEF  MEDICAL  OFFICER 
SOCIAL  SECURITY  ADMINISTRATION,  DREW 

and 

GERTRUDE  LOTWIN 
BRANCH  CHIEF 

SUPPLEMENTAL  SECURITY  INCOME  POLICY 
SOCIAL  SECURITY  ADMINISTRATION,  DREW 

SMITH:  I*d  just  like  to  make  a few  remarks  very  briefly,  if  I 

may,  and  then  we'll  be  delighted  to  try  to  have  a dialogue  about  any 
of  the  points  you  care  to  raise  or  any  questions  you  might  have. 

The  Social  Security  Administration,  of  course,  administers  two 
relatively  substantial  income  support  programs  for  disabled  people. 
This  includes  the  Disability  Insurance  Program,  which  essentially 
comprises  people  who  have  been  employed  and  who  have  gained  the 
numbers  of  quarters  of  coverage  that  are  needed  to  be  insured.  There 
are  about  4.5  persons  receiving  Disability  Insurance  benefits  at  the 
present  time. 

It  also  includes  the  Supplemental  Security  Income  Program,  which 
is  basically  for  people  who  are  in  need  but  either  do  not  have  in- 
sured status  or  are  drawing  such  low  benefits  under  the  social  insur- 
ance system  that  they  need  some  supplementation.  That  program,  when 
it  was  originally  established  I think  the  idea  was  that  it  would 
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predominantly  serve  aged  persons  with  a relatively  small  number  of 
disabled,  and  it  has  turned  out  that  disabled  persons  constitute  now 
about  one-half  of  the  recipients  of  Supplemental  Security  Income. 

Now,  we  in  fact  have  persons  with  Huntington's  disease  who  are 
recipients  and  beneficiaries  of  both  programs.  I regret  to  say  that 
like  the  field  in  general  we  do  not  have  a lot  of  very  good  statis- 
tics. Dr.  Blumenfeld  is  having  a search  done  of  some  of  our  statis- 
tical data,  and  we  hope  perhaps  we  can  file  with  the  Commission  some 
more  comprehensive  numbers  than  those  that  I'm  able  to  give  you  this 
afternoon.  But  on  a year-to-year  basis  there  seem  to  be  about  300 
people  who  are  allowed  on  the  Disability  Insurance  Program  where  the 
primary  diagnosis  is  Huntington's  disease,  and  about  200  people  as 
an  annual  rate  who  are  newly  allowed  under  the  Supplemental  Security 
Income  Program. 

The  definition  of  "disability,"  per  se,  is  roughly  the  same 
under  the  two  programs,  but  there  are  different  eligibility 
standards.  As  I say,  in  the  one  case  it's  the  insurance  program; 
in  the  other  case  it's  based  on  a set  of  standards  relating  to 
need.  I guess  that's  all  I'll  say  as  a way  of  introduction. 

GUTHRIE:  Does  anyone  have  any  comments,  or  shall  I begin? 

Well,  let  me  pose  a problem:  I know  of  a case,  for  instance,  of  a 

man  (who  has  worked — gainfully  employed — for  a long  period  of  time, 
and  did  very  well)  who  developed  Huntington's.  He  testified  before 
us  that  although  he  could  not  maintain  the  tasks  that  he  was  in- 
volved with  at  that  time,  with  the  diagnosis  he  felt  that  he  could 
have  had  another  job  that  would  not  be  as  remunerative  as  the  first 
one.  In  this  particular  case,  because  somebody  advised  him,  he 
felt  it  was  wiser  not  to  take  on  that  job,  because  he  would  lose 
the  benefits  that  he  was  going  to  get  from  the  Social  Security 
Administration.  (I'm  not  sure  which  one  it  was  supposed  to  be, 
whether  it  was  SSI  or  Disability.)  The  poor  man  really  wanted  to 

work.  For  his  well-being  it  would  have  been  important  for  him  and 

his  family  not  to  sit  home  every  day  and  to  take  on  that  job  that 

would  have  required  lesser  skills.  Is  there  any  kind  of  way  in 

which  we  could  have  supplemented  his  salary  so  that  he  might  have 
gotten  help  and  yet  do  the  lesser  task  with  the  lesser  money,  but 
give  him  some  kind  of  supplement? 

SMITH:  Well,  I think  the  answer's  both  yes  and  no.  Let  me 

explain  what  I mean  by  that  relatively  paradoxical  answer.  The  test 
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under  the  Disability  Insurance  system  of  whether  or  not  you're 
disabled  relates  both  to  your  medical  condition  and  a variety  of 
other  factors:  age,  vocational  experience,  what  have  you.  But 
there  is  also  another  test,  and  that  is  the  test  of  whether  you  are 
engaged  in  substantially  gainful  activity,  and  the  test  there  is  a 
money  test.  It's  like  every  other  money  test:  If  you're  a dollar 

under,  you  meet  the  test;  if  you're  a dollar  over,  you  don't  meet 
the  test,  you're  outside. 

The  current  test  in  the  Disability  Insurance  Program  is  $200 
a month  is  the  line  betv/een  someone  who  is  substantially  gainfully 
employed  and  someone  who  is  not.  Now,  there  are  provisions  in  the 
Disability  Insurance  program  for  trial  work  periods.  For  example, 
if  a person  has  not  been  employed  and  has  been  put  on  the  program 
and  feels  that  they  either  can  or  are  more  able  to  go  back,  or  has 
received  some  form  of  rehabilitation  service,  there  is  a period  of 
9 months  during  which  they  can  be  employed  and  not  have  those  earn- 
ings counted  for  purposes  of  counting  against  their  Disability 
Insurance  benefits.  But  this  is  the  monetary  test. 

We're  aware  of  the  fact  that  the  monetary  test  is  not  adjusted 
periodically.  For  example,  it  has  not  been  adjusted  the  last  few 
years  to  keep  up  with  changes  in  average  wages.  We  do  have  under 
consideration  some  changes  in  that  amount.  But  the  basic  problem 
of  having  somebody  who  earns  a little  bit  more  than  that,  who  is 
essentially  therefore  disqualified  for  the  Disability  Insurance 
Program,  is  a continuing  problem. 

In  the  Supplemental  Security  Income  Program  you  start  off 
with  people  who  are  essentially  basically  needy  people.  There  are 
both  income  tests  and  tests  of  resources,  and  Miss  Lotwin  can  give 
us  the  details.  But  basically  there  are  tests  on  how  much  you  can 
have  in  the  way  of  personal  effects  (automobiles,  insurance  poli- 
cies, bank  accounts,  and  what  have  you).  The  limit  on  that  is 
$1,500  for  an  individual. 

GUTHRIE:  Could  I stop  you  there  with  a problem?  Already  we 

have  had  the  problem  where  the  parent  is  disabled  and  the  other 
parent  has  to  go  out  and  work.  But  if  they  are  going  to  have  to 
divest  themselves  of  everything  they  own,  including  their  home, 
incidentally  (which  we've  had  in  a number  of  cases),  their  automo- 
bile and  everything  else,  what  do  you  do  for  the  parent  who's  left 
home  with  the  three  children? 
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SMITH:  Okay.  The  home  should  not  any  longer  constitute  a 

problem  as  long  as  it's  the  principal  residence  of  the  family, 
because  by  legislation  passed  at  the  last  session  of  Congress  the 
value  of  the  home  is  no  longer  taken  into  account. 

GUTHRIE:  That  would  be  very  new,  then,  isn't  it?  Because 

this  I have  not  heard  of. 

SMITH:  Right.  The  question  that  you're  talking  about,  where 

one  of  the  parents  goes  out  and  works,  relates  to  the  question  of 
deeming  of  income.  It's  trying  to  take  into  account  the  income 
that's  available  to  the  family  unit.  The  Supplemental  Security 
Income  Program  does  look  at  the  income  available  to  the  family 
unit,  not  just  to  the  individual  who  has  applied.  There  is  a 
relatively  complicated  set  of  policies  which  relate  to  the  amount  of 
money  that  you  will  attribute  from,  say,  a spouse  who  is  an  appli- 
cant for  Supplemental  Security  Income.  Again,  if  you  would  like  to 
go  into  the  details  of  that,  Miss  Lotwin  can  explain  a little  more 
fully  what  those  rules  are  on  deeming  of  income.  The  rules  were 
liberalized  somewhat  by  a new  set  of  regulations  which  were  issued 
just  this  past  January,  and  which  have  begun  to  be  implemented  just 
within  the  last  month. 

GUTHRIE:  Are  these  regulations  that  are  now  being  spread  out 

across  the  country?  Do  the  people  who  operate  in  your  agency — 
because  that's  the  problem. 

SMITH:  Yes,  they  are. 

GUTHRIE:  May  I also  comment  that  just  as  you're  making  changes 

in  your  own  agency,  I think  you  have  to  recognize  that  we're  talking 
about  something  that's  also  new,  and  that  we  understand  your  problem 
if  you  understand  ours;  that  we're  coming  forward  with  a set  of 
problems  that  haven't  been  recognized  with  our  people  who  are  capa- 
ble in  a family  of  doing  just  so  much,  and  maybe  not  everything  they 
would  like. 

We  were  talking  about  the  standard  of  living.  I can  recall  a 
specific  testimony  in  which  the  man  said  that  he  had  saved  all  his 
life  for  his  home  and  for  his  family;  now  his  wife  has  Huntington's, 
he  has  a heart  condition,  and  he  has  to  divest  himself  of  everything 
in  order  to  get  help  for  his  wife,  and  he  has  nothing  left  for 
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himself.  It  was  in  a sense  a tragic  situation  at  this  age  in  life 
to  give  up  everything  they  have. 

SMITH:  Right. 

GUTHRIE:  We  would  like  to  feel  that  our  Commission  might  help 

you  in  moving  along  with  new  ideas  for  new  problems. 

SMITH:  I think  the  Commission  should  recognize  that  when 

Congress  established  the  Supplemental  Security  Income  Program,  it 
was  described  originally  as  a takeover  of  the  old  old,  blind,  and 
disabled  programs  under  the  state  public  assistance  programs.  I 
think  that  some  of  the  same  concepts  and  philosophies  which  were 
present  in  that  program  have  been  carried  over  in  part  to  the 
Supplemental  Security  Income  Program.  Part  of  that  philosophy  is 
that  with  lim.ited  resources  at  the  Federal,  state,  and  local  level 
there  is  a deliberate  attempt  to  direct  the  funds  under  the  Supple- 
mental Security  Income  Program  to  those  who  are  "m.ost  in  need." 

Now,  to  do  that,  that  gives  rise  to  these  variety  of  tests  as  to 
are  you  a person  who  is  most  in  need,  for  example.  I am  aware  that 
in  particular  circumstances,  where  people  are  severely  handicapped 
and  have  expenses  which  may  not  be  common  to  generically  aged 
people  or  people  who  have  lesser  degrees  of  disability,  that  does 
constitute  a problem.  There's  no  question  that  some  of  these  tests 
have  a serious  impact  on  those  individuals . 

It  was  brought  to  my  attention  just  the  other  day,  for  example, 
that  there  are  so-called  earned  income  disregards  in  the  AFDC 
Program.  If  a parent  with  dependent  children  goes  back  to  work, 
they  can  have  a certain  part  of  their  income  disregarded.  That 
means  that  they  can  retain  part  of  their  public  assistance  grants 
until  their  earnings  reach  well  above  the  poverty  level,  for  example. 
There  are  earned  income  disregards  in  the  Supplemental  Security 
Income  Program;  there  are  earned  income  disregards  in  the  part  of  the 
SSI  Program  that  deals  with  the  blind.  There  is  no  particular  pro- 
vision in  the  SSI  Program  for  so-called  work-related  expenses; 
there  is  in  both  the  AFIX  Program  and  for  the  blind,  but  for  other 
disabled  persons  there  is  no  particular  statutory  provision  for 
work-related  expenses. 

Now,  another  point  I would  like  to  make  to  the  Commission  is 
that  the  Social  Security  Act--and  Miss  Lotwin  has  a copy  of  it  here — 
is  a very  detailed  act.  Congress  has  written  a high  level  of  detail 
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into  the  Social  Security  Act,  into  the  various  titles,  into  the 
Medicaid  Program,  into  the  SSI  Program,  and  into  the  AFDC 
Program,  partly  because  these  are  so-called  open-ended  program.s . 

They  are  programs  in  which  the  Federal  Treasury  is  opened  as  long 
as  people  come  on  and  can  present  the  qualifying  conditions.  So 
Congress  has  been  relatively  meticulous  in  writing  many  of  these 
provisions  right  into  the  Act. 

Now,  there  are  certainly  areas  in  which  v/e  have  discretion,  and 
I've  mentioned  a couple  of  then:  Our  deeming  regulations.  We  are 

required  to  deem  the  income,  but  in  the  particular  way  in  which 
we  do  it  we  can  have  some  administrative  discretion  over  it.  We 
are  permitted  to  have  certain  kinds  of  disregard  tests,  but  others 
are  not  provided  for  the  statute.  The  point  I'm  making  is  many  of 
these  things  go  back  to  the  statutory  base,  and  the  Commission,  when 
it  reaches  its  recommendations,  nay  find  that  it  will  have  to  ask 
Congress  to  change  some  of  the  basic  underlying  laws. 

GUTHRIE:  Well,  that's  what  I'm  thinking.  And  to  read  that 

and  get  through  that  I need  a whole  Commission  in  itself. 

SMITH:  Well,  we  want  to  help  you  to  the  extent  we  can... 

GUTHRIE:  Yes. 

M.  WEXLER:  May  I ask  a question  as  to  the  numbers  that  you 
gave  before?  Was  that  300  people  per  year  applying  for  the  Disabil- 
ity and  200  people  for  the  Supplemental  Security? 

SMITH:  These  were  allowances  that  these  people  have  been 

allowed . 


M.  WEXLER:  Allowances.  That  wasn't  300  new  people  coning  into 

the  program  each  year? 

SMITH:  I have  very  fragmentary  data,  but  the  data  I have  show 

that  in  1974  there  were  173  new  allowances  under  the  Supplemental 
Security  Income  Program,  and  in  1975  there  were  223,  for  example. 

In  the  Disability  Insurance  Program,  just  in  tenris  of  new  allowances 
that  year,  the  data  I have  show  277. 

GUTHRIE:  Of  course  that  doesn't  talk  about  those  who  were 

refused? 
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SMITH:  No,  and  it  doesn't  talk  about  those  who  are  continued 

from  year  to  year. 

M.  WEXLER:  Well,  I was  just  interested.  I was  talking  to 

Dr.  [LI].  If  you  knew  what  percentage  of  the  people  were  on  these 
programs  and  what  percentage  were  not  on  such  programs--what  that 
proportion  was — you'd  have  some  interesting  epidemiological  data, 
wouldn't  you?  It  would  tell  you  something,  especially  since  you 
know  the  average  duration  of  the  disease.  So  it  could  be  an 
interesting  statistic  for  us. 

GUTHRIE:  Would  you  have  any  records  of  how  long  you've  been 

paying  out  to  someone  on  either  one  of  these  programs?  That  would 
be  interesting,  to  see  how  long. 

SMITH:  The  data  I have  at  the  present  time  are  so  fragmentary 

they  wouldn't  give  that  answer. 

N.  WEXLER:  For  the  Disability  Insurance,  in  a progressive 
disease  that  has  an  insidious  onset  it's  often  very  difficult  to 
say  when  the  disability  began.  Well,  the  first  question  is  how 
might  that  affect  the  Disability  Insurance?  The  second  question 
is  that  we've  found  from  many  patients  that  they  frequently  have 
had  a rather  long  history  of  work  problems  prior  to  the  diagnosis 
of  the  disease;  many  of  them  are  psychiatric  problems.  They  have 
very  patchy  work  history,  and  they've  been  in  and  out  of  various 
jobs.  It's  difficult  to  say  frequently  whether  or  not  the  problems 
are  due  to  the  disease  or  they're  due  to  the  special  stresses  that 
the  potential  patient  faces  in  a broken  home  situation  which  fre- 
quently occurs,  et  cetera. 

Of  course,  this  affects  the  number  of  quarters  that  they  can 
work  before  they're  eligible  to  get  the  insurance,  and  it's  very 
difficult  to  say  that  the  reason  they  weren't  able  to  earn  these 
quarters  is  because  of  the  fact  they  were  suffering  from  this  disease 
for  maybe  5,  10,  15  years  before  the  diagnosis. 

There's  also  for  many  people  no  motivation  to  get  diagnosed 
because  there  isn't  an  adequate  treatment,  so  that  they  will  post- 
pone for  as  long  as  possible  going  to  get  a diagnosis,  and  they're 
frequently  not  told  that  there's  any  advantage  whatsoever  to  being 
diagnosed  early  rather  than  late.  So  how  does  one  cope  with  that 
situation  for  the  Disability  Insurance? 
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SMITH:  Okay.  There  are  two  questions,  and  I'm  going  to  defer 

on  the  question  of  the  coverage  and  the  test  of  the  recency  of  employ- 
ment to  Mr.  Bonin,  and  I'm  going  to  ask  Dr.  Blumenfeld  to  speak  to 
the  other  question  of,  with  a disease  with  an  insidious  onset,  how 
do  we  determine  and  at  what  point  are  we  likely  to  make  an  allowance 
of  basic  medical  determination. 

BONIN:  As  Elmer  mentioned  to  you  before,  we  have  two  basic 

programs.  In  one  program  you  have  to  have  part  of  the  coverage  in 
order  to  become  insured--in  quarters  of  coverage  in  order  to  get 
benefits.  In  the  other  program  the  entire  eligibility — at  least 
the  primary  eligibility--is  based  on  needs  and  on  resources.  You  have 
to  be  a needy  person  in  order  to  get  the  benefits.  If  the  person 
qualifies  under  item  one  from  the  standpoint  of  either  needs  in  the 
past  or  need  now,  we'll  determine  which  program  he  goes  into.  Both 
programs  require  that  the  individual  be  disabled  for  a period  of  at 
least  12  months. 

GUTHRIE:  Now,  that's  a problem  already,  right?  How  do  you 

live  for  12  months? 

BONIN:  Well,  we  can  go  into  the  concept  and  the  philosophy, 
and  I'd  be  glad  to  do  that.  Congress  passed  a law  back  in  1950 — 
mid-1950's.  They  established  a program  which  was  for  long-term 
disability.  As  a matter  of  fact,  in  those  days  we  didn't  even 
have  a time  factor  of  12  months.  We  had  what  we  called  long  con- 
tinued indefinite  duration,  and  we  used  to  view  that  in  most 
instances  as  even  more  than  12  months. 

SMITH:  Are  you  understanding  that  to  mean  that  the  person 

doesn't  get  benefits  for  the  first  12  months? 

BONIN:  Under  the  two  programs  a person  can  qualify  under  the 

Worker  Program,  where  you  qualify  for  part  of  the  coverage.  You 
don't  get  a benefit  for  the  first  5 months.  We  have  what  we  call 
a waiting  period.  If  you're  disabled  and  you  are  allowed,  your 
checks  begin  for  the  first  full  month  after  that  5-month  waiting 
period,  so  that  you  would  not  be  eligible  for  a check  until  the 
sixth  month.  Again,  I think  the  only  rationale  we  had  for  that  was 
that  the  program  was  felt  to  take  care  of  long-term  disabilities. 

There  were  insurance  firms,  work-client,  lawyers/  and  so  forth, 
which  would  take  care  of  people  for  the  temporary  part  of  it. 
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There  was  also  a period  in  the  early  days  to  let  the  disease 
process  stabilize  itself  so  we'd  have  an  easier  time  making  a deci- 
sion and  projecting  for  that  long  continued  and  indefinite  duration 
period.  For  the  needy  people,  however,  there's  no  waiting  period. 

So  the  person  who  comes  in  and  files,  he's  eligible  for  benefits 
beginning  with  the  month  he  files,  regardless  of  when  he  filed  that 
claim.  If  he  becomes  disabled,  for  example,  in  May  and  comes  in  in 
May  and  files,  and  he  has  a disability  which  can't  be  projected  to 
last  for  12  months  or  longer,  he  can  receive  benefits  as  soon  as 
that  determination  is  made  beginning  with  the  month  it  is  made. 

GUTHRIE:  That  is,  if  he's  needy. 

BONIN:  That's  right.  This  is  needy. 

GUTHRIE:  But  what  happens  if  he's  needy  and  has  a wife  and 

kids  to  support? 

BONIN:  Well,  if  he's  needy  and  he  goes  on  the  rolls,  he  will 
get  a benefit  as  well  as  his  wife  and  child,  if  the  child  is  under 
age  18. 

GUTHRIE:  All  right.  Does  he  have  to  divest  himself  of  what 

he  had  in  the  bank  also? 

BONIN:  Well,  you're  coming  into  the  needy  program,  into  the 

area  of  income  and  resources... 

GUTHRIE:  All  right.  I'll  wait.  I'm  thinking  as  you... 

BONIN:  Let's  take  your  situation  in  assuming  that  the  father's 

disabled,  the  mother's  not  working,  and  there  are  two  children  in 
the  home.  Under  the  statute  the  spouse  is  responsible  for  the 
other  spouse  when  they're  residing  in  the  home.  This  is  what 
Mr.  Smith  was  referring  to  in  deeming:  you're  taking  into  consid- 

eration the  other  spouse's  income. 

Under  our  present  regulations--and  let's  just  stay  with  that 
family  of  four,  because  it's  an  average  size  family,  and  let's 
assume  that  the  wife  is  working,  the  husband  is  no  longer — I could 
probably  safely  say  that  as  long  as  her  income  was  under  $12,000  a 
year,  he  might  be  eligible  for  some  benefits.  What  we  do  in  those 
situations?  We  take  her  income  and  say,  "Okay,  here's  some  for  the 
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two  ineligible  children."  Then  we  say,  "Okay,  now  we're  going  to 
take  your  income,  and  we're  going  to  make  believe  that  you're 
really  an  eligible  couple--you ' re  both  over  65  and  applying  for 
SSI,"  and  we  combine  that  income.  If  she's  working,  we  say,  "Okay, 
the  first  85  I'm  not  going  to  count;  we're  going  to  exclude  one- 
half  of  the  remainder,"  and  then  instead  of  treating  it  as  if  this 
were  an  individual,  we  apply  it  to  the  couple's  benefit.  The 
couple's  benefit  for  a quarter  is  $755.40  right  now  ($251.80  a 
month),  and  the  difference,  assuming  there  is  one,  will  be  the 
benefit  to  him.  In  most  instances,  if  it's  under  12,  he  would  be 
eligible  for  some  benefit.  Of  course,  if  this  were  just  two  people 
and  no  children,  I can  say  this:  If  the  earnings  are  under  $7,000 

(this  is  gross),  he  would  be  eligible  for  some  benefits.  Because 
the  benefits  are  increased  in  July,  that  figure  in  July  will  be 
approximately  $7,400  a year.  I've  really  used  the  $12,000  figure 
because  we're  so  close  to  July  that  figure's  probably  closer  to 
$10,000  right  now. 

With  regard  to  the  home — we  all  have  it — you  and  I and  all  of 
us  have  a responsibility  when  the  standard  is  changed,  and  we  know 
people  who  have  been  denied  because  of  a value  of  a home.  I think 
it  behooves  all  of  us  to  try  to  reach  those  people  and  say,  "Hey, 
did  you  know  that  the  law's  been  changed  and  the  home  is  no  longer 
counted? " The  Social  Security  Administration  interprets  that  home 
very  liberally.  It's  the  home,  and  all  the  land  associated  with  it 
is  the  home.  So  whether  I'm  a farmer  or  whether  I live  in  the  city, 
we  do  not  count  the  value  of  the  home  as  long  as  you  are  residing 
there . 

The  other,  the  limit  to  statutory  in  the  amount  of  resources 
you  can  have  (countable  resources)  or  anything  you  can  convert, 
it's  $2,250  for  a couple,  and  $1,500  for  an  individual.  That  stays 
the  same  even  in  the  family;  it  does  not  change.  You're  allowed 
one  automobile;  that  is,  currently  $1,200  of  value.  That  is  being 
changed . . . 

GUTHRIE:  That  is  changed  or  is  going  to  be  changed? 

BONIN:  We  hope  it  will  be  changed.  But  Congress,  as  Mr.  Smith 

said,  was  very  specific  in  the  statute  about  what  we're  allowed  to 
have  and  still  be  eligible  for  SSI. 
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VOICE:  You  mention  someone  who  lives  on  a farm,  with  the  house 

and  the  land  being  excluded.  What  about  the  machinery? 

BONIN;  All  right.  Let's  take  that  two  ways.  Let's  assume 
that  I have  a wife,  and  I'm  still  operating  that  farm.  We  will 
treat  it  still  as  under  the  deeming  situation.  Basically,  the 
statute  provides  that  the  Secretary  may  set  certain  gross  limits 
where  no  one  would  be  eligible.  We  operate  under  principle  power 
which  now  is  $10,000,  and  then  we  would  treat  that  as  we  would  under 
Title  II  and  bring  it  down  and  see  what  the  net  earnings  from  self- 
employment  are.  The  equity  value  of  the  machinery,  and  that  kind  of 
thing,  does  not  exceed  $6,000 

GUTHRIE:  That  wouldn't  help  a farmer. 

VOICE;  That's  one  tractor. 


GUTHRIE:  That's  right.  So  she  could  not  run  that  farm.  Once 

again,  a need  for  dramatization  for  change. 

SMITH:  I'm  not  sure  we  got  fully  to  your  question  on  quarters 

for  coverage,  however,  which  is  a test  of  the  recency  of  employment; 
that's  tested  by  the  quarters  of  coverage. 

BONIN:  In  getting  to  the  Title  II,  in  order  to  qualify  for  a 

Title  II  benefit  in  the  regular  BI  Program,  you  must  have  worked  for 
10  years  prior  to  coming  on  the  rolls,  and  during  at  least  5 of 
those  years  you  must  have  earned  at  least  $50  in  a given  quarter  in 
order  to  be  eligible.  If  you're  then  found  to  be  disabled,  the  work 
that  you  did  in  the  past  only  makes  you  eligible  from  the  standpoint 
of  the  technical  part  of  ihe  program.  If  you  begin  to  work,  you  are 
supposed  to  be  unable  to  engage  in  any  substantial,  meaningful 
activity.  Now,  if  you  go  back  to  work  and  you  work  on  a part-time 
basis  and  don't  exceed  that  limit  which  is  now  $200  a month,  you 
should  be  able  to... 

In  the  SSI  Program  there's  no  requirement  if  you  have  never 
worked  at  all.  You  could  have  a very  sporadic  work  history,  or  no 
work  history  at  all.  It's  not  an  eligibility  requirement  in  order 
to  receive  Disability  benefits.  If  a person  who  comes  in  is  in  need, 
as  long  as  he  meets  the  needs  test  and  meets  the  visibility  test, 
he's  going  to  begin  receiving  benefits  right  away.  Now,  if  that 
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person  goes  back  to  work,  the  same  thing  applies  to  him  with  respect 
to  the  limit  that  he  can  earn  again,  which  is  $200  a month.  If  he 
does  go  back  to  work  and  exceeds  that,  he  will  be  terminated  just 
like  the  person  under  the  regular  BI  Program.  Now,  as  far  as  the 
insidious  nature  of  the  disease  and  the  sporadic  work  background. 

I'll  let  Dr.  Blumenfeld  discuss  that  from  a medical  standpoint. 

BLUMENFELD:  When  a person  reaches  a level  of  severity  that  he 

can  be  put  on  the  rolls,  that  begins  the  onset  of  his  eligibility 
for  benefits.  If  he  continues  on  a sporadic  work  basis,  he  is  told 
he  can  get  benefits  as  long  as  he  doesn't  exceed  it.  The  fact  that 
he's  had  a sporadic  work  history  in  the  past  will  not  assist  him  to 
get  benefits,  or  not  to  get  benefits,  until  that  person  reaches 
that  level  of  severity  that  we  have  written  as  criteria  into  law. 

The  sporadic  work  background,  except  as  it  affects  the  visibility 
decision  (that  is,  he's  doing  that  because  he's  appeared),  that's 
what  will  be  looked  at.  The  fact  that  he  has  something  wrong  with 
him,  the  fact  that  he  can't  function  properly  (can't  stand  or  walk), 
or  requires  psychiatric  treatment,  if  those  are  severe  enough,  then 
that's  the  reason  why... 

BONIN:  I would  say  that  the  coverage  test,  though,  in  and  of 

itself  recognizes  that  there  can  be  a sporadic  work  history  by  the 
fact  that  it  only  requires  essentially  5 out  of  the  last  10  years. 

In  those  5 years,  which  do  not  have  to  be  together — they  can  be 
sporadically  strung  out  over  the  10  years — the  test  in  any  of  those 
quarters  is  earning  $50  a quarter.  So  even  within  the  quarter  there 
could  be  periods  in  which  the  person  has  not  been  working,  or  was 
working,  or  what  have  you.  To  a certain  extent,  a sporadic  in-and- 
out-of-work  situation  is  recognized  in  these  quarters  of  coverage 
test.  On  your  second  point  about  when  can  you  reach  a medical 
determination,  we'll  let  Dr.  Blumenfeld  speak  to  that. 

BLUMENFELD:  Let  me  bring  together  some  of  the  things  that  were 

said,  because  to  some  extent  some  of  the  questions  were  answered. 

Let  me  point  out  that  in  our  program  the  diagnosis  does  not  represent 
the  basis  for  making  a decision  as  to  whether  an  individual  is  dis- 
abled or  is  not  disabled.  The  decision  is  based  on  the  findings  of 
history,  physical  examination,  and  appropriate  laboratory  tests 
(that  is,  what  is  going  on  with  the  functioning  of  the  individual 
and  in  what  way  is  he  impaired — we  talked  about  it  as  an  impairment, 
of  course) , so  that  the  fact  that  a specific  diagnosis  may  not  have 
been  properly  made  would  not  necessarily  be  the  controlling  event 
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(that  is,  if  the  findings  indicated  that  there  was  severe  impair- 
ment, the  factor  of  improper  diagnosis  would  not  be  an  obstacle) . 

However,  obviously,  when  one  deals  with  certain  kinds  of 
findings  such  as  behavior  abnormalities , these  would  be  looked  at 
somewhat  differently  if  you  knew  that  the  diagnosis  was  Huntington's 
disease  at  a certain  stage,  versus  a functional  mental  disorder, 
because  they  have  different  implications;  they  have  different 
meanings.  Even  when  you  look  at  them  almost  the  same  way,  you  look 
for  different  kinds  of  things,  so  that  one  can't  ignore  the  diagnosis 
of  the  impairment,  but  one  has  to  look  at  what  is  going  on. 

Under  these  circumstances,  there  has  to  be  a certain  level  of 
severity  of  disease,  because  as  with  many  diseases  of  insidious  on- 
set— one  might  say  with  all  diseases,  practically--there  is  a stage 
at  which  this  is  very  mild;  and,  as  a matter  of  fact,  it  becomes 
very  difficult  for  even  the  practiced  individual,  the  diagnostician, 
to  recognize.  Just  as  it  is  difficult  to  make  a diagnosis  at  that 
point,  at  that  point  it  probably  is  not  disabling,  and  I think  you 
pointed  out  there  are  people  who  are  working  with  the  disease  at 
that  stage. 

One  of  the  things  you  raised  a question  about  is  what  can  be 
done  to  prevent  him  from  having  to  be  taken  out  of  the  work  market 
in  terms  of  supplementing  his  income?  Because  there  is  some  value 
that  is  recognized  as  rehabilitative  of  that  person's  life.  So 
we're  talking  about  when  does  a person  come  to  a certain  level  when 
he  can't  work?  Of  course,  in  terms  of  protecting  his  coverage,  as 
Mr.  Smith  pointed  out,  $50  a quarter  will  protect  those  quarters  of 
coverage,  and  he  only  needs  to  have  half  of  the  quarters  covered. 

Now,  there  is  one  other  thing.  As  was  pointed  out,  under  the 
Supplemental  Security  Income  Program  (the  SSI  Program) , there  is 
not  a requirement  for  coverage  going  back;  The  individual  comes 
and  says,  "Well,  now  I'm  disabled" --and  it's  quite  obvious;  there's 
no  question  about  it — "and  I've  been  disabled  for  5 years."  So  we 
look  at  a case  of  an  individual  who  is  applying  for  SSI  benefits. 

It  really  doesn't  matter,  because  the  benefit  payment  is  made 
starting  as  of  the  month  the  person  comes  into  the  office  and  makes 
application,  and  there  are  no  retroactive  benefits  prior  to  that 
time.  So  the  old  onset  is  not  material;  it's  what  is  going  on  since 
the  time  of  application. 
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It  is  important,  however--and  I think  this  is  why  you  directed 
the  question  that  way — in  a regular  disability  program,  because  there 
we're  talking  about  people  who  have  a recent  attachment  to  the  labor 
market.  And  that  is  why  we're  talking  about  income  replacement,  be- 
cause they've  been  working  relatively  recently  (at  least  5 years  out 
of  the  past  10  prior  to  the  time  of  disability),  and  now  they  can't 
work  and  the  insurance  policy  talks  in  terms  of  replacing  the  income. 

As  a matter  of  fact,  there  are  people  who  obviously  don't  know 
about  our  program,  and  who  come  in  and  apply  some  years  after  they've 
become  severely  impaired  and  severely  disabled.  I think  the  knowledge 
of  our  program  has  increased  over  the  past  years,  but  there  are 
people  who  come  in  and  we  find  that  they've  actually  been  disabled 
for  some  years. 

In  terms  of  how  we  go  about  it,  one  has  to  try  to  get  reports 
describing  what's  going  on.  I think  that  this  is  again  one  of  the 
things  you  were  indicating:  If  there  is  an  insidious  onset  that 

isn't  recognized,  and  if  there  was  not  a label,  "Huntington's 
disease,"  at  an  early  point  in  time — and  now  we  know  in  the  last  2 
years  that  this  is  the  label — but  the  coverage  of  the  insurance 
policy  ran  out  5 years  ago,  how  do  we  go  back?  Actually,  it  really 
isn't  a matter  of  setting  a specific  time;  this  is  not  really  the 
way  one  goes  about  it.  It  isn't  a matter  of  saying  that  we  look  at 
a case  and  say,  "Well,  the  coverage  ran  out  5 years  ago."  We  look 
at  this  very  specifically,  and  we  say,  "You  became  severely  impaired 

at  this  specific  level  2 years  and  3 months  ago."  One  can't  be  that 

specific,  particularly  in  a serious  disease;  you  perhaps  can  in 
acute  injuries,  because  you  know  when  somebody  got  hit  by  a truck, 
but  not  in  this  kind  of  a disease. 

So  we  look  at  it  in  terms  of  when  is  the  critical  time,  and 

what  does  the  information  show  at  that  time?  If  the  information 

shows  that  there  was  a severe  impairment — and  sometimes  it  becomes 
very  difficult  to  get  information  going  back  any  significant  period 
of  time,  so  there  has  to  be  an  extrapolation  (knowing  what  we  did 
2 years  ago)  because  sometimes  we  do  have  information  going  back  2 
years — what  can  we  suppose  in  terms  of  what  we  know  about  the 
natural  history,  the  usual  progression?  There  is  a wide  variability, 
obviously.  But  reasonably,  within  the  nature  history  of  the  disease, 
what  could  we  expect  was  going  on  3 years  earlier  than  that?  In 
terms  of  what  the  individual  is  telling  us,  or  if  we  do  have  very 
specific  information,  can  we  tell  that  he  had  a severe  impairment. 
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or  can  we  tell  that  indeed  he  did  not  have  a severe  impairment 
either  at  that  time  or  for  2 or  3 years  thereafter?  He's  severely 
impaired  now,  but  2 years  ago  he  was  functioning  pretty  well.  Under 
those  circumstances,  obviously,  the  decision  would  be  different. 

But  we  do  have  to  look  back  at  the  information,  and  in  Title  II,  the 
regular  Disability  Insurance  Program,  we  do  have  to  look  at  what  is 
the  critical  time,  and  what  do  we  know  about  what's  going  on,  and  at 
that  time  what  can  we  project  backwards?  This  is  basically  the  way 
the  decisions  are  made. 

N.  WEXLER:  Part  of  the  reason  I was  asking  this  question  is 

because  of  one  particularly  moving  testimony  that  we  heard  in 
California  from  a woman:  Between  she  and  her  husband  they  had  both 

contributed  about  $58,000  to  Social  Security.  She  worked  in  the 
home  (raising  the  children,  taking  care  of  the  home)  and  then  began 
to  work  outside  and  began  developing  the  symptoms  of  the  disease 
probably  someplace  around  then.  But,  again,  she  said  she  didn't 
want  to  acknowledge  it;  she  denied  it  for  as  long  as  she  possibly 
could.  She  had  a very  patchy  work  history,  and  she  finally  was 
laid  off  one-quarter  before  she  was  eligible.  She's  desperate. 

Of  course,  she  can't  get  her  job  back;  they  don't  want  her.  She 
can't  get  any  other  job  because  she's  clearly  disabled.  She's 
desperate.  She  can't  hire  a lawyer  to  try  to  argue  the  case,  be- 
cause of  the  cost  of  $3,000  or  $5,000,  which  she  can't  afford. 

She's  $50  short.  Between  she  and  her  husband  they  contributed 
$58,000,  and  they  can't  touch  a penny  of  it. 

BLUMENFELD:  Until  retirement.  The  need  is  now,  though. 

N.  WEXLER:  She  said,  "I  am  in  my  middle  fifties,  and  the  life- 

span for  this  disease  is  12-15  years.  I'm  going  to  be  dead  by  the 
time  I have  that  money."  When  she  finally  went  back,  the  person 
from  the  Administration  said  to  her,  "Well,  you  can  always  go  on 
welfare."  She  said,  "How  do  you  say  that  to  a laboring  woman?  I 
don't  want  to  go  on  welfare." 

BONIN:  There  are  obviously  situations  that  are  not  covered 

under  law,  and  you  have  one  right  there. 

M.  WEXLER:  There  were  horror  stories  at  that  time. 

SMITH:  There  are  two  forces  and  concepts,  two  different 

programs:  One  is  a Worker  Program  which  she  almost  qualifies  for 
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due  to  the  fact  that  the  person  on  retirement  is  cut  short  because 
they  become  disabled  before  they  reach  retirement  time.  In  that 
kind  of  a prograim--i  t ' s more  of  an  insurance  program — you  pay  in 
your  amount,  you  qualify  for  your  eligibility  on  the  basis  of  your 
work  history,  and  you're  eligible  for  a payment  because  a certain 
condition  arises.  The  other  philosophy  is  that  you've  got  to  be 
a needy  person.  If  you're  not  a needy  person  and  you've  somehow 
saved  enough  money  to  clip  coupons,  or  whatever,  and  you  all  of  a 
sudden  become  disabled  and  have  high  medical  expenses  but  still 
have  plenty  of  money  in  the  background,  you  are  not  a person  for 
this  particular  program. 

N.  WEXLER:  But  going  back  to  the  Worker  Program,  I really 

wonder  how  large  this  loophole  is,  because  when  you  describe  the 
program  it  sounds  very  wise,  very  sane,  very  reasonable,  not  very 
taxing,  except  that  women  work  in  the  home  for  a major  part  of 
their  work  period,  then  they  go  out  and  they  get  a job  later; 
they're  not  in  the  work  force  very  long  before  they  may  become 
disabled.  So  I really  wonder  how  large  this  loophole  is,  not  only 
for  this  disease,  but  for  many  diseases,  when  the  woman  is  disabled 
in  her  fifties  and  she  just  went  back  to  work  in  her  mid-  or  late 
forties.  That  automatically  discriminates  against  a woman. 

SMITH:  The  problem  that  you're  addressing,  of  course,  is  a 

problem;  that  no  matter  where  this  test  is  set,  as  long  as  there 
is  a test,  some  people  are  just  going  to  meet  it,  some  are  not  going 
to  meet  it,  and  some  people  could  be  right  on  the  mark.  This  is 
the  problem  of  any  program  in  which  you  are  trying  to  trigger  payment 
of  a benefit  by  meeting  certain  qualifying  conditions  and  where 
Congress  established  in  this  case  some  level.  Now,  obviously. 
Congress  can  adjust  this.  Instead  of  half  the  quarters  in  the  last 
10  years,  they  can  make  it  a third  of  the  quarters.  You  are  still 
going  to  have  this  situation  because  it's  inherent  in  having  any 
test . 


N.  WEXLER:  What  about  counting  work  in  the  home  as  credit... 

SMITH:  May  I throw  in?  Or  alternatively,  what  the  husband  is 

contributing  as  well... 

BONIN:  That  does  become  accountable,  but  only  under  one  circum- 
stance: when  he  dies.  That's  kind  of  a drastic  way  to  count  it. 
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N.  WEXLER;  What  an  incentive  1 

BONIN:  But  there  is  an  example  of  something  akin  to  what 

you're  pointing  out  in  which  there  was  some  congressional  remedy. 

BLUMENDFELD:  Prior  to  1967 — because  the  change  was  made  in  the 

1967  amendments  to  the  Social  Security  Act — -how  about  the  young 
individual  who  was  required  to  have  5 years  of  coverage?  Here  he 
was,  22,  23  years  of  age;  there  wasn't  time  for  him  to  work  5 years. 
So  in  the  '67  amendments  there  was  an  amendment  to  the  law  which 
put  in  place  something  which  had  previously  been  in  for  the  blind. 
What  this  provided  was  that  individuals  who  became  disabled  prior  to 
age  31  would  still  only  have  to  have  a lesser  quarter  test;  that  is, 
down  to  6 out  of  12  quarters  (a  year  and  a half  out  of  3)  at  a 
younger  age. 

GUTHRIE:  So  you're  talking  about  making  exceptions.  Is  that 

conceivable,  that  there  might  be  some  kind  of  recourse  for  arbitra- 
tion or  discussions  where  you  do  make  exceptions  with  this  kind  of  a 
case? 

BLUMENFELD:  Would  there  be  any  basis  under  the  law?  This  is 

simply  a matter  of  counting,  and  if  it's  not  there... 

N.  WEXLER:  What  defines  "work"? 

BONIN:  We  used  to  have  two  eligibility  tests,  and  one  was  5 

years  in  10  years,  and  one  was  6 quarters  in  the  last  12.  So  you 
normally  had  to  have... 

SMITH:  The  $50  rule,  however,  has  been  in  effect  since  1937 

...as  a part  of  coverage.  So  by  not  changing  the  $50,  you  really 
have  a liberalization,  because  everything  else  has  been  changed 
from  the  standpoint  of  the  tax  contribution  on  the  base  of  the  pay- 
ments...it's  an  extremely  liberal  test,  I think,  from  the  stand- 
point of  trying  to  draw  some  rationality  of  insurance — putting  in 
money  and  then  taking  it  out  later  on.  You  can't  conceivably  have 
a person  who  has  just  put  in  the  basic  number  of  quarters  (it  could 
be  5 years  of  20)  with  the  basic  amount  of  tax,  which  is  only  $50 
a quarter,  putting  in,  say,  $100,  which  would  be  no  more  than  that 
in  tax,  and  yet  drawing  out  $100  a month  until  he  dies.  It  could  be 
that  when  he  reaches  65,  since  they  start  at  30,  he  could  be  in  for 
35  years.  That  brings  in  the  social  insurance  part  of  it — the  5 
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out  of  10--the  fact  of  the  $50  contribution,  and  the  fact  that  you 
say  a person  pays  in  $58,000.  There  is  some  rationale  of  trying 
to  keep  some  semblance  of  a premium  the  person  had  to  pay  along 
with  the  dividends ...  for  which  he  was  being  insured  in  the 
disability.  The  more  you  deviate  from  that,  the  more  you  go  to 
the  social  aspect  of  the  program  and  leave  the  insurance  aspect. 

I don't  think  any  of  us  here  are  saying  that's  bad  or  good... 

GUTHRIE:  No.  I understand,  yes. 

SMITH:  ...that's  the  way  it  was  when  you  started,  and  every- 

time  you  make  a subtle  change  you  leave  your  insurance  contact. . . 

GUTHRIE:  Well,  that's  why  I'm  thinking  I'm  not  going  to  make 

a change  but  conceivably  have  some  kind  of  recourse — arbitration 
of  some  kind  for  special  cases. 

N.  WEXLER:  Is  this  a legislative  matter  or  an  administrative 

matter,  the  definition  of  the  concept  "work"?  Does  it  have  to  be 
remunerative?  You  have  to  be  paid?  Does  it  have  to  be  outside  of 
the  home? 

SMITH:  Yes,  it  does  at  the  present  time.  Now,  you  should  be 

aware  of  the  fact  that  the  Advisory  Commission  on  the  Status  of 
Women,  which  reported  last  year,  has  suggested  coverage  of  house- 
hold services,  for  example.  This  is  a question  which  goes  well  beyond 
the  Social  Security  Social  Insurance  Program;  it's  a question  of 
how  do  you  count  household  services  for  GNP;  and  it's  a question 
with  very  far-reaching  ramifications.  I personally  was  quite 
interested  in  the  fact  that  the  last  session  of  Congress  enabled  a 
spouse  to  set  up  an  IRA  (an  Individual  Retirement  Account)  for 
their  spouse  based  on  household  services.  To  me,  it  represented 
the  first  time  that  I saw  an  expression  in  statute  of  the  recogni- 
tion of  the  value  of  household  services  in  some  way  that  was  recog- 
nized by  the  law  in  specific  provisions  in  the  tax  code. 

GUTHRIE : I can  see  somebody  coming  to  examine  the  house  to 

see  if  she  did  it  well  [laughter] . 

SMITH : One  of  the  problems  involved  with  the  Social  Insurance 

Programs  would  be  not  only  was  the  household  service  performed,  but 
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the  benefits  are  scaled  according  to  the  value  under  the  present 
concepts— the  earnings  that  a person  gets.  So  the  question  would 
be  what  benefit  level  would  you  set,  and  how  would  you  value  the 
household  services?  That  would  be  a pretty  knotty  question. 

M.  WEXLER:  One-half  of  what  the  husband  earns. 

GUTHRIE:  Even  if  the  ironing's  not  so  great. 

BONIN:  You  know,  you  referred  to  a problem  before,  and  I'd 

like  to  address  it  just  a little  bit  so  you  can  get  better  in- 
sight. You  talked  about  that  person  making  that  money  who  got  the 
disease  and  was  offered  a job  at  a lesser  salary  and  decided  to 
take  the  benefits.  That's  a problem  that  the  Administration 
recognizes  is  very,  very  acute.  What  has  transpired  with  regard 
to  the  Social  Security,  when  a benefit  level  started  going  up  as 
far  as  the  basic  monthly  benefit  that  a person  would  get,  and  then 
you  added  to  it  the  auxiliary  payments  of  a wife  and  some  children, 
that  benefit  began  to  rise  substantially  with  regard  to  how  much  it 
was  valued,  how  much  it  was  worth.  A family  draws  $950  or  $1,000 
a month  in  the  service;  add  to  that  the  monetary  benefit  of  Medicare, 
and  you  can  add  to  that  some  of  the  state  programs  which  they  qual- 
ified for  on  the  basis  of  being  disabled.  So  then,  when  a person  is 
confronted  with  that  option — "I'm  disabled,  and  I've  only  got  this 
cold,  hard  cash  in  my  hand;  I've  got  the  Medicare  care.  I wonder, 
if  I go  out  and  work  and  earn  $201,  and  really  earn  it,  and  I 
really. . . 

MACKAY:  I have  some  questions,  Marjorie.  I think,  first  of 

all,  the  observation  that  there  will  always  be  some  line,  and  some- 
one must  always  be  on  one  side  or  another  of  it  as  far  as  coverage 
by  way  of  actual  work  quarters,  is  true.  However,  there  are  two 
intersecting  considerations  in  the  case  of  disability  by  way  of  an 
insidious  onset  disease  and  the  work  experience.  I think  you  recog- 
nize that,  and  it  can't  simply  be  solved  by  saying  there  is  a cut- 
off point;  the  other  one  has  to  do  with  the  determination  of  the 
disability.  I wasn't  sure  whether  you  were  talking  about  5 out  of 
the  10  (5  years  out  of  the  previous  10  years)  from  onset  of  disease, 
from  diagnosis,  or  from  determination. 

BLUMENFELD:  No.  The  10 -year  period — part  of  it  must  be 

covered — has  to  intercept  the  onset  of  disability;  that  is,  before 
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the  ending  time  in  that  10-year  period.  The  individual  must  have 
become  disabled  not  when  he  applied,  not  when  the  decision  is  made, 
or  not  when  the  disease  started  (because  it  may  have  started  much 
earlier) , but  when  did  he  become  unable  to  engage  in  substantial 
gainful  activity?  It  must  be  before  the  end  of  the  10-year  period. 

MACKAY:  Then  I do  have  something  of  a problem,  because  as  I 

understand  the  system,  the  determination  of  disability  is  made 
through  the  Vocational  Rehabilitation  Office  and  state.  I also 
)cnow  there  was  a recent  GAO  study  which  foiind  that  there  was  no 
consistent  determination  made  in  these  agencies.  In  fact,  a niomber 
of  cases  talcen  from  one  state  were  sent  to  a variety  of  states  — 

I thin)c  it  was  about  a dozen  around  the  country — and  the  determina- 
tion was  different  in  every  instance;  in  fact,  there  was  really  no 
recognizable  pattern.  Many  of  the  cases  that  had  been  decided 
negatively  were  positive  in  other  states;  some  that  had  been  posi- 
tive had  been  just  all  tossed  out  in  subsequent  states. 

My  point  is,  is  there  some  way,  then,  that  clearer  guidelines 
from  the  Federal  Office  can  be  issued  to  those  centers  that  make  the 
determination?  We  recognize  that  it's  difficult,  it's  complicated; 
and  it  requires  some  judgmental  factors  to  interpret  back  where  in 
the  history  of  the  disease  you  could  pinpoint  the  onset  of  this  dis- 
ability, relate  that  then  to  the  technical  question  of  quarters. 

We  find  that  in  a system  with  much  more  clear-cut  cases  than  this, 
there  was  no  uniform  determination.  It  seems  to  me,  then,  that  in 
a very  difficult  matter  such  as  this  there  should  be  specific  in- 
structions or,  as  Mrs.  Guthrie  has  suggested,  perhaps  a national 
centralized  review.  None  of  that  currently  exists,  and  we  feel 
that  might  be  a change  you  might  want  to  consider. 

SMITH:  Dr.  MacKay,  you  are  on  some  very  important  points,  but 
I wouldn't  want  to  leave  the  record  quite  the  way  you  have  left  it. 
The  GAO  report  indicated,  when  they  took  cases  from  one  state  and 
spread  them  out  over  10  states,  that  there  was  a pattern  of  what 
they  felt  was  irrational  inconsistency  in  the  determinations.  This 
was  not  true  of  all  the  cases,  this  was  true  of  some  of  the  cases 
in  that  sample.  They  did  suggest  that  more  training,  I guess  more 
in  the  way  of  guideline  material,  and  so  forth,  would  be  helpful. 
I'll  let  Dr.  Blumenfeld  speak  to  that  because  he  plays  a larger 
role  in  terms  of  the  medical  criteria  which  are  established  and 
the  tests  of  equivalency  which  are  established,  and  what  have  you. 
There  is  a sample  review  of  cases.  I don't  want  you  to  think  there 
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is  no  centralized  review  of  what's  happening  in  the  program,  because 
there  is  a monitoring  which  takes  place  on  a sampling  basis,  and 
what  have  you.  There  has  been  since  the  beginning  of  the  program  a 
basis . . . 

GUTHRIE:  Excuse  me.  Is  that  a review  or  an  evaluation?  Do 

you  know  what  I mean? 

SMITH;  No.  I'm  not  sure  of  the  distinction  you're  drawing... 

GUTHRIE:  Is  there  an  eye  to  look  to  see  that  it's  happening 

the  way  the  guidelines  tell  you,  or  is  it  what  I was  suggesting,  a 
place  where  you  could  argue  the  point? 

SMITH:  No,  no.  It's  a review  in  that  circumstance.  It's,  in 

effect,  a readjudication  of  the  case. 

GUTHRIE:  It  is  a readjudication... 

SMITH:  Yes.  That  is,  here's  the  case.  It  was  adjudicated; 

it  was  allowed,  or  it  was  denieid . . . 

GUTHRIE:  Well,  there  is  a mechanism  for  that,  then? 

BLUMENFELD : Yes,  but  only  on  a sample  basis;  not  in  100 

percent  of  the  cases. 

GUTHRIE:  Well,  that's  what  I'm  thinking.  In  other  words,  if 

it's  there  already  on  a sample  basis,  on  the  case  that  we  were 
telling  you  about  (the  woman  that  lost  her  quarter) , conceivably 
that  might  be  changed  into... 

BLUMENFELD:  Unless  in  counting  the  quarters  there  was  a 

miscount. 

GUTHRIE:  No,  no.  There's  no  miscount.  Let's  assume  that  the 

count  is  correct. 

BLUMENFELD:  But  they  still  have  to  go  by  the  criteria  and  the 

policies  of  the  program. 

GUTHRIE;  They  still  have  to  do  it.  Well,  then  it's  not  what 
I'm  suggesting  yet. 
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BLUMENFELD:  But  there  are  some  things  I wanted  to  say.  One 

deals  with  a program  in  which  last  year  I guess  there  were  some  two 
million  new  claims  made.  In  some  80  to  85  separate  state  agencies 
is  where  these  decisions  are  made.  Most  of  these  are  units  of  the 
vocational  and  rehabilitation  program — but  a few  are  not — in  which 
perhaps  some  5,000  nonphysician  disability  examiners  are  involved 
in  decisions  and  something  under  1,000  physicians  are  involved. 

There  is  obviously  a basis  for  saying  that  there  may  be  some  lack 
of  uniformity. 

There  are  two  things  I just  wanted  to  point  out  about  the  GAO 
study--I  think  even  they  would  agree  in  retrospect:  There  was  some 
questionable  problem  with  the  choice  of  the  cases  and  how  this  was 
worked  out,  although  I don't  mean  to  indicate  they  were  retracting 
what  they're  basically  saying.  We  recognize  that  there  are  some 
problems  in  uniformity,  and  that  does  obviously  exist  to  the 
extent  that  there  are  different  people 

However,  one  of  the  things  that  I v/ould  want  to  point  out-- 
and  I did  point  out  within  the  Administration--is  that  if  one  looks 
at  it  in  a proper  statistical  manner,  it  did  not  show  the  variability 
which  was  reported  as  the  basic  statistics;  one  got  further  into  the 
statistics.  If  so,  you  would  see  that  there  was  some  greater  uni- 
formity than  was  expressed.  However,  the  greatest  problem  was  in 
coming  to  uniform  decisions,  repeatable  decisions , on  cases  where 
there  was  lack  of  information;  where  that  happened,  yes,  there 
was  a scattering  of  a decision.  Where  there  was  adequate  informa- 
tion, and  particularly  where  one  was  dealing  with  the  kind  of  severe 
consequences  that  you  are  dealing  with  in  this  kind  of  disease,  there 
was  amazing  uniformity.  Now,  at  an  early  point  in  this  insidious 
disease  do  you  have  always  those  severe  consequences?  Yes . There 
are  some  problems,  as  you  pointed  out. 

MACKAY:  Look,  I'm  not  interested  only  in  uniformity,  but  in 

equitability . 

BLUMENFELD;  Okay,  equitability.  But,  of  course,  one  can't  get 
any  validity  unless  you  have  some  uniformity;  that  is,  if  things 
are  scattered  around,  then  you  have  lack  of  equitability  on  the  face 
of  it.  But  one  of  the  things  that  I think  becomes  important  is  if 
you're  dealing  with  a disease  in  which  there  is  perhaps  poor  recog- 
nition, because  a lot  of  the  people  really  don't  know;  they  see 
these  findings;  they  don't  know  what  the  diagnosis  is — and  I think 
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that  probably  is  true  in  a number  of  situations--or  there  isn't 
good  information. 

There  is  an  appeals  process,  and  that  isn't  the  answer.  People 
ought  to  be  allowed  the  first  crack  out,  if  they  deserve  to  be 
allowed.  But  there  is  an  appeals  process  which  I think  does  pick 
up  a number  of  the  people  about  whom  there  is  some  question  of 
whether  there  is  adequate  information  obtained,  so  that  there  is 
a relook  at  these  cases.  As  a matter  of  fact,  there  are  six  addi- 
tional appeal  levels  beyond  the  initial  level  of  application.  I'm 
not  going  to  suggest  that  it  takes  care  of  everything.  There  are 
a number  of  things  that  need  to  be  done,  some  of  which  Mr.  Smith 
indicated,  some  of  which  were  contained  in  the  GAO  report.  By  the 
nature  of  a large  program  there  is  going  to  be  some  question  about 
certain  people  getting  uniform  treatment;  and  equitable  treatment, 

I agree,  is  much  more  important.  But  there  are  some  mechanisms  to 
try  to  protect  that  to  the  extent  that  we  can.  Of  course,  one  of 
the  things  that  you're  asking  about  and  talking  about  is  how  can 
this  be  insured  to  a greater  extent?  This,  of  course,  is  something 
that  we  would  want  to  strive  to  do,  too,  and  listen  to  suggestions 
on . 


MACKAY:  One  last  point  has  to  do  with  a question  raised 

earlier,  of  some  way  of  providing,  in  the  case  of  a terminal  illness 
whose  course  one  can  fairly  safely  predict,  that  will  not  permit  one 
to  withdraw  the  investment  at  time  of  retirement.  Shouldn't  there 
be  some  provision  for  a person  who  has  contributed  a substantial 
amount  of  money  and  then  meets  all  the  tests  but  is  forced  into  an 
early  retirement  by  disability?  Shouldn't  there  be  some  provision 
to  at  least  withdraw  some  of  the  benefits  that  have  been  contributed? 

SMITH:  Dr.  MacKay,  if  this  were  an  annuity  program,  there  just 

wouldn't  be  any  question  as  to  what  the  answer  is;  yes.  This  is  a 
social  insurance  program,  and  there  is  a recognition  that  everybody 
cannot  get  out  fully  what  he's  paid  in;  that  some  people  by  the  very 
nature  of  the  case  are  going  to  benefit  more  from  this  program  than 
others;  that  the  benefits  themselves  are  weighted,  for  example,  in 
favor  of  the  low-wage  earner,  and  what  have  you.  As  I say,  it's 
kind  of  inherent  in  the  fabric  of  the  social  insurance  conepts 
underlying  this  program. 

MACKAY:  However,  that  whole  concept  has  been  widely  questioned 

by  students  of  the  field  of  the  Social  Security  system;  that  it  is 
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indeed  presented  as  an  insurance,  but  it  is  not  really.  I'm  not 
prepared  to  argue  that,  but  I know  it  has  been  raised. 

SMITH:  ...brought  up  in  the  past  with  certain  rhetorical 

points.  When  you  invent  a new  social  institution,  you  have  to  use, 
frequently,  terminology  which  is  carried  over,  because  that's  known 
to  people,  and  they  are  called  in  other  countries  of  the  world 
social  insurance  programs.  There  is  no  question.  There  was  for  a 
long  time  a description  of  the  amounts  that  were  paid  in  as  contri- 
butions, and  economists  and  fiscal  experts  tell  us  those  are  taxes. 

We  are  beginning  to  call  them  taxes,  too,  a little  bit  more  than  we 
did  before. 

Nevertheless,  there  still  is  a linkage  in  the  social  insurance 
titles  between  the  amounts  of  money  you  have  earned  and  your  benefit. 
It  may  be  weighted  in  terms  of  the  low-wage  earner,  and  so  forth,  but 
the  more  you  have  earned  in  the  past,  the  higher  will  be  your  bene- 
fit, for  example.  In  this  kind  of  a system  there  is  no  question 
that  it  is  not  like  buying  an  annuity  and  getting  out,  with  compound 
interest,  what  it  is  that  you  have  put  in.  Now,  it  has  still,  how- 
ever, been  a relatively  good  deal  up  to  the  present  time,  because 
the  benefits  have  generally  been  liberalized,  and  so  forth,  and 
people  have  been  getting  more  out  than  on  the  average  they  have  been 
putting  into  the  system. 

GUTHRIE:  They've  been  getting  more  out--that's  been  the 

trouble — where  we're  losing  the  money  to  1979. 

BONIN:  That's  why  if  you  were  to  suggest  on  the  one  side,  you 

would  almost  have  to  consider  doing  something  on  the  other  side  and 
making  the  benefit  more  nearly  to  the  tax  or  contribution  that  you 
put  in,  because  of  the... 

FRANZ:  I wanted  to  raise  a question  about  the  tie-in  with  the 
Medicare  eligibility.  Now,  if  I understand  you  correctly,  5 months 
from  the  point  at  which  you  have  determined  that  this  person  is  un- 
able to  engage  in  substantial  gainful  employment  he  is  eligible  for 
disability  insurance,  assuming  he's  had  sufficient  quarters,  and  so 
on.  Now,  at  what  point  does  he  become  also  eligible  for  Medicare 
benefits  through  the  DI  connection? 

BONIN:  Twenty-four  months  after  the  first  month  of  onset. 
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FRANZ;  Now,  this  is  something  I want  to  clarify,  because  I 
understood  that  it  was  24  months  on  DI  before  you  got  the  Medicare. 

BONIN:  That's  right.  What  happens,  which  Mr.  Smith  was 

referring  to  before,  if  a person  is  on  the  DI  rolls,  and  he  had 
served  out  his  waiting  period  to  get  Medicare,  and  he  got  Medicare, 
and  then  he  went  off  the  rolls,  the  current  law  now  requires  him  to 
serve  another  24 -month  waiting  period,  which  means  that  he  loses 
coverage  even  though  he  came  back  on  the  rolls.  The  Administration 
has  recommended  a change  in  that  to  limit  the  second  24 -month 
waiting  period,  so  that  would  be  one  of  the  things  we  would  like  to 
take  off — his  symptoms.  If  a person  was  disabled,  served  the 
waiting  period  and  went  off  the  rolls  for  whatever  reason,  then 
came  back  on  again  at  a later  period  as  a disabled  person,  his 
Medicare  would  begin  right  at  the  first  month  of  eligibility,  and 
the  cost  factor  is  not  nearly  as  great  if  he  eliminated  the  second 
24 -month  waiting  period.  It's  strictly  a cost  factor  in  the  first 
24  months.  The  cost  factor,  I think,  has  been  estimated  at  $80  or 
$90  million  to  do  away  with  the  second  24-month  waiting  period. 

SMITH;  But  your  question  was  directed  to  the  first  24 -month 
waiting  period. 

FRANZ:  And  that  24  months  begins  to  run  at  the  date  of 

determination? 

BONIN;  No,  at  the  time  of  that  first  5 months,  the  beginning 
of  that  waiting  period,  and  the  onset  of  disability. 

REIFMAN:  It  includes  the  first  symptoms? 

BONIN:  Oh,  yes,  the  5-month  waiting  period.  Right. 

FRANZ:  So  a person  with  Huntington's  disease  who,  because  of 

the  nature  of  the  condition,  has  probably  had  diminished  income  and 
increasing  medical  expenses  over  a period  of  years  before  that 
determination  for  disability  can  be  made  in  the  first  place,  has 
still  got  another  24  months  before  they  can  get  any  benefits. 

BONIN:  I can  give  you  a very  good  example  in  my  own  family 

experience.  I was  telling  Mr.  Smith  while  coming  down.  My  brother 
died  of  cancer  last  July,  and  he  worked  up  to  December  of  the  pre- 
vious year.  His  wife,  while  he  was  still  alive,  filed  for  Disability 
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benefits  under  the  regular  DI  Program.  His  waiting  period  began  on 
January  1,  because  he  became  ill  in  the  middle  of  December.  She 
became  eligible  for  payment  in  June,  and  he  died  in  July.  He  was 
not  eligible  for  payment  in  the  month  of  death,  so  she  got  1 
month's  benefit  on  the  basis  of  an  impairment  that  lasted  for  him 
from  December  through  July.  She  never  got  Medicare,  because  he 
didn't  survive  the  24  months.  Again,  as  tragic  as  that  sounds — 
and  I had  the  personal  experience  in  my  own  family — as  we  indicated 
before,  legislatively  that's  what  the  law  specifies,  and  that's 
the  way . . . 


SMITH:  I think,  Mr.  Franz,  the  assumption  is,  for  people  who 

have  really  drawn  down  their  resources  and  their  income  through 
very  heavy  medical  expenses  in  the  past,  it  is  possible  for  a person 
to  get  Supplemental  Security  Income.  In  many  states  in  the  nation 
you  get  the  same  criteria  for  Medicaid  as  for  Supplemental  Security 
Income,  and  the  individual  would  possibly  be  eligible  for  Medicaid 
benefits  during  this  24-month  period.  Now,  that's  not  all  persons, 
but  that's  some  of  them. 

GUTHRIE:  In  a sense,  what  we're  saying,  though,  is--if  I can 

summarize — from  a family  point  of  view  it  would  be  best  to  come 
forward  sooner  and  declare  your  problem,  so  that  during  that  period 
you  would  hope  that  you  could  get  your  money  when  you  need  it.  Of 
course,  that  creates  emotional  problems,  which  are  different.  But 
from  a family  point  of  view,  it  would  be  wiser  to  come  forward 
sooner  and  declare  your  disabilities. 

Well,  we  have  to  terminate.  We  have  some  other  witnesses.  I 
thank  you  for  this  education  and  hope  that  we  might  meet  again  and 
participate  in  another  dialogue  and  try  to  help  change  legislation 
after  1979  [laughter] . 

SMITH:  Well,  we  thank  you  very  much.  If  there  are  further 
questions  you  and  the  other  Commission  members  have,  and  through 
Dr.  MacKay  you'd  like  to  refer  them  to  us,  we'll  be  happy  to  try  to 
answer  them. 

GUTHRIE:  Thank  you  very  much.  Members  of  the  Commission,  we 

have  someone  who  is  not  on  our  schedule  who  is  here  to  testify. 

We're  asking  Lou  Bracknell  to  come  forward,  and  we're  adding  you 
to  our  list  before  Miss  Reifman. 
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TESTIMONY  OF 
LOUISE  BRACKNELL 

STAFF  DIRECTOR7  HOUSE" SUBCOMMITTEE 
ON  HEALTH  AND  LONG-TERM  CARE  OF  THE 
SELECT  COMMITTEE  ON  AGING 

BRACKNELL:  I'm  not  SO  sure  I can  be  helpful,  but  I'll  be 

happy  to  try . 

GUTHRIE:  I understand  that  you're  from  the  House  Aging 

Committee? 

BRACKNELL:  Right.  We  talked  the  other  day.  I'm  Staff 

Director  of  the  Subcommittee  on  Health  and  Long-Term  Care. 

GUTHRIE:  Well,  we're  very  interested. 

BRACKNELL:  I'm  happy  to  drop  in.  I wanted  to  get  some  more 

materials  from  you,  if  I could  ask  Dr.  Wexler  for  a list  of  the 
Commission  members  and  whatever  you  have  published.  Of  course, 
our  interest  is  the  elderly — over  65,  for  the  most  part,  or  over 
60 — aging.  Since  this  is  a process  that  goes  along  with  aging, 
we'd  like  to  have  more  information  to  see  what's  happening,  be- 
cause there  really  hasn't  been  very  much  in  Congress,  other  than 
the  establishment  of  your  Commission. 

GUTHRIE:  Can  you  tell  us  what's  happening  with  your  Committee 

that  might  be  helpful  to  us? 

BRACKNELL:  In  general,  I think  I can.  Congressman  Claude 

Pepper  from  Florida,  who  many  of  you  know,  perhaps,  was  a Senator 
from  around  '36  to  '51 — he's  been  in  the  House  now  since  about 
'63 — is  Chairman  of  the  full  Select  Committee  on  Aging  as  of  this 
year,  and  he's  also  Chairman  of  the  Subcommittee  on  Health  and 
Long-Term  Care,  which  is  where  I work.  He  himself  is  an  older 
person  (he's  about  76)  and  is  very  interested  in  health  care  in 
every  respect  and  always  has  been,  and  has  been  very  active.  He 
supported  Medicare  when  it  was  very  unpopular.  He  took  some  blows 
for  that,  and  such. 

The  priorities,  in  general,  of  our  Subcommittee,  which  are 
being  added  to  constantly — and  we  will  be  in  fact  the  committee  to 
see  and  meet  the  President  sometime  later  this  spring  and  lay  out 
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our  priorities.  Our  Subcommittee  priorities  thus  far  are — very 
high  on  our  list  is  home  health  care  benefits.  I don't  know  how 
much  you've  discussed  that  with  regard  to  your  own  group  and  work, 
and  that's  what  I'd  like  to  find  out.  As  you  know,  in  order  to  get 
home  health  care  benefits  under  Medicare,  part  A,  which  is  hospital 
insurance,  you  have  to  be  in  the  hospital  at  least  3 days,  it  has 
to  be  prescribed  by  a physician  within  14  days,  and  has  to  be 
directly  related  to  that  spell  of  illness,  and  the  number  of  visits 
is  limited  to  100.  It's  very  restricted.  We  feel  that  home  health 
care  and  home  care  (which  we'd  like  to  expand  to  include  things  such 
as  transportation,  homemaker  services,  nutritional  care,  et  cetera) 
can  be  such  a preventive  assistance  that  it's  ridiculous  to  require 
the  hospitalization  first,  because  in  light  of  all  that  we're  hear- 
ing now  about  the  incredibly  high  cost  of  hospitalization,  they  could 
prevent  it  and  in  fact  save  money  being  most  cost-effective,  particu- 
larly on  a per  capita  basis  at  lower  levels  of  impairment.  We 
realize  that  there  are  going  to  be  people  always  who  require  institu- 
tionalization, who  are  highly  disabled,  who  have  to  have  24-hour 
skilled  nursing  care.  In  fact,  an  HEW  study  contracted  in  1975  said 
that  between  14  and  25  percent  of  the  one  million  people  in  institu- 
tions right  now  don't  need  to  be  there,  are  inappropriately  placed 
because  there  are  no  alternatives,  and  we  want  to  make  that  alterna- 
tive available. 

In  addition  to  home  health,  that  would  mean  geriatric  clinics, 
outpatient  clinics  that  specialize  in  geriatrics,  a whole  range  of 
alternative  care  on  various  levels  of  assistance  that  can  keep  a 
person  in  that  community,  at  home  among  friends  and  family,  but 
assure  the  care  is  there  and  available.  Realizing  all  the  care  that 
the  elderly  need,  that  would  constitute  a health  maintenance  structure 
that  does  not  necessarily  relate  directly  to  health  care;  it's  not 
necessarily  a skilled  care.  In  fact,  the  psychological  and  familial 
support  system  has  a great  deal  to  do  with  health  care,  so  we're 
trying  to  go  at  it  from  that  angle;  it's  our  priority.  We  are  having 
some  trouble,  because  a lot  of  people  think  it's  going  to  be  very 
costly — open  the  floodgates  to  everybody.  We  don't  agree.  In  fact, 
we're  hoping  for  figures  very  soon.  There  are  studies  coming  in 
that  we  hope  will  give  us  even  more  substantiation.  But  the 
President  in  his  fall  campaign  expressed  that  concept  and  has  over 
and  over — and  from  what  I gather,  just  from  having  been  here  such  a 
brief  time,  I think  it's  something  that  would  be  very  important  to 
you  as  well. 
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The  full  Committee's  very  interested  in  eliminating  mandatory 
retirement  in  the  Federal  service,  which  is  sort  of  off  base  from 
what  your  concerns  are,  actually  eliminating  it  altogether,  but 
starting  with  the  Federal  service. 

Also,  Medicare  doesn't  cover  medical  appliances  that  we  think 
it  should.  Again,  so  often  in  our  determination  to  look  at  cost- 
effectiveness,  and  such,  and  take  a very  narrow  view  of  what  is 
directly  related  to  health,  we  overlook  the  fact  that  if  you  can't 
eat  properly  your  health  is  not  going  to  be  very  good  for  very  long, 
so  that  we  want  to  have  Medicare  cover  those  things — and  certainly 
a national  health  insurance  program. 

Mr.  Pepper  testified  on  hospital  costs  containment  recently  and 
talked  about  a lot  of  other  things  besides  hospitals,  and  one  of  them 
was  prescription  drugs,  which  cost  older  Americans  over  $11  billion 
last  year.  A quarter  of  the  prescription  purchases  in  this  country 
are  purchased  by  people  over  65,  although  they're  only  about  11  per- 
cent of  the  population,  and  I'm  sure  that's  a heavy  burden  for 
people  with  Huntington's  disease.  We  want  to  be  sure  that's 
covered  in  health  insurance. 

There's  a whole  raft  of  priorities  that  wouldn't  bear  as 
directly  on  your  concerns , like  requiring  nursing  homes  to  have 
sprinkler  systems.  If  you  can  believe  it,  they  are  not  required  to 
have  them  now . 

GUTHRIE:  They  would  apply  to  us.  They  certainly  would 

apply  to  us . 

BRACKNELL:  Really? 

GUTHRIE:  Oh,  yes,  these  people  in  these  kinds  of  institutions, 

in  these  kinds  of  nursing  homes.  We're  very  involved  with  this... 

BRACKNELL:  Anyway,  there's  not  a strict  requirement  that's 

enforced  that  nursing  homes  have  sprinkler  systems,  although  it's 
been  proven  that  there's  never  been  a multiple  death  in  a nursing 
home  with  a sprinkler  system.  So  we're  trying  to  require  that  and 
even  make  it  possible  for  long-term  low-interest  loans  to  try  to  get 
that  done. 
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That's  Dust  really  touching  the  surface.  We're  going  to  look 
at  ethnic  minorities,  and  we're  going  to  look  at  the  Canadian  care 
programs  shortly,  as  a matter  of  fact.  That's  just  sort  of  a broad 
overview . 

GUTHRIE:  Let  me  just  tell  you,  the  reason  I wrote  to  Mr. 

Pepper  was  because  in  hearing  the  testimony  of  our  HD  families,  we 
realize  how  similar  the  needs  are  for  our  families  in  terms  of 
nursing  care  at  home.  Incidentally,  you  didn't  hear,  but  we  have 
already  stated  today  to  some  other  witnesses  how  we're  very  con- 
cerned about  the  cost-effectiveness  of  trying  to  keep  our  patients 
out  of  the  hospital,  out  of  the  nursing  home  and  in  the  home  long 
enough,  if  they  could  get  the  services  they  need.  It  would  make  a 
difference  in  the  reapportionment  of  the  funds  that  are  already 
available,  and  the  things  that  you're  speaking  of  are  identical  to 
the  things  that  we  need. 

BRACKNELL:  Everybody  agrees  that  it's  more  humane.  It's 

bound  to  be  on  a particular  basis  for  people  who  are  not  completely 
incapacitated  or  fairly  disabled,  say  75  percent  or  m.ore,  80  percent 
maybe.  It's  bound  to  be  less  costly;  it's  just  got  to  be.  When  you 
talk  about  $400  or  $500,  which  is  standard  reimbursement,  I think— 
and  I know  people  who  pay  as  much  as  $1,100  a month  for  a nursing 
home — I'm  convinced  that  the  same  kinds  of  care,  assuming  the  person 
had  some  family  or  friends — but  even  if  you  made  it  home  health 
care  (visits  from  a nurse,  say,  or  an  LPM,  or  an  orderly  type), 
homemaker  services,  transportation  services,  nutritional  counseling, 
and  guidance  counseling — I don't  think  it  could  cost  that  much  in 
any  respect,  based  on  the  fact  of  what  degree  of  disability  and  how 
often  the  visits  are.  But  even  if  it  was  a total  coverage,  and  I 
think  it  could  even  be  half  of  that  (so  the  arguments  are) , if  you 
open  it  and  make  it  more  available  so  that  more  people  utilize  it, 
which  is  supposed  to  be  a recent  attitude — and  it  would  cost  more, 
which  it  may,  possibly,  on  an  overall  basis.  We're  not  saying, 

"Get  rid  of  nursing  homes,"  because  they  are  obviously  a very 
important  aspect  for  improving  the  quality,  but  they're  an  important 
part  of  the  continuing  care.  There's  so  much  more  that  could  be 
done  that's  so  much  more  compassionate  and  hiimane  and  no  doubt  cost- 
effective,  particularly  in  the  long  run  when  you're  avoiding  all 
these  long  institutional  stays . 

GUTHRIE:  It's  helping  people  to  live  better  lives.  Let's  not 

minimize  the  value  of  all  that. 
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BRACKNELL:  I think  we  have  all  gone  through — each  of  us — with 

our  families  the  question  of  do  you  put  an  older  person  in  a nursing 
home,  change  your  lifestyle  altogether?  Do  you  make  every  change 
you  possibly  can  in  the  family  structure  to  keep  them  at  home?  I 
don't  know  anybody  who  hasn't  been  touched  by  that  situation.  So 
often,  from  their  midforties,  people  start  to  dread  the  time  when 
they  may  have  to  go  to  a nursing  home,  and  that's  just  so 
unnecessary . 

M.  WEXLER:  Is  that  100  consecutive  days,  or  can  you  split  it 

up  any  way  you  like? 

BRACKNELL:  My  understanding  is  that  it's  100  days  per  spell 

of  illness  under  Medicare.  Part  B,  I think,  is  100.  So,  in 
essence,  you  would  probably  get  about  200  a year.  The  figures  have 
shown  a very  small  percentage... 

M.  WEXLER:  Part  B is  100  visits  per  year;  part  A is  100  visits 

per  spell  of  illness.  There  are  different  parts  of  the  Medicare 
law.  Part  A,  the  home  health  benefit,  is  related  to  posthospital 
convalescence,  so  it's  home  health  benefits  that  are  available  to 
you  for  the  continued  care  after  you  leave  the  hospital  as  a 
patient.  Part  B is  100  home  health  visits  per  year  to  be  used  for 
any  need  that  you  have  for  home  health  visits.  You  can  get  home 
health  aides  in  it,  too,  if  they're  a part  of  a home  health  agency, 
and  if  they  are  a part  of  the  plan  of  care  of  the  individual  which 
is  supervised  by  a nurse,  and  so  on. 

FRANZ:  But  it  would  not  include  things  like  homemaker  services 

and  chore  services . . . 

M.  WEXLER:  Yes,  you  can  get  those  in  it,  too.  There's  a 

peculiar  rule  to  the  effect  that  if  the  amount  of  time  spent  on 
household  services  does  not  materially  increase  the  cost  of  the 
visit,  or  something  like  that. 

FRANZ:  So  it  would  be  sort  of  supplementary  services  that  a 

health  aide  would  provide  while  they're  visiting,  in  essence. 

M.  WEXLER:  Right;  yes.  But  all  of  it  has  to  be  in  the  context 

of  a health  plan  of  care. 
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FRANZ:  Medicaid  is  a little  broader.  The  states  are  required 

to  provide  some  level  of  home  health  benefits,  but  mostly  they're 
fairly  low.  But  the  states  do  have  something  to  do  with  providing 
a minimal  benefit  package  and  can  reduce  or  expand  within  broad 
Federal  guidelines,  yes. 

BRACKNELL:  I had  thought  they  do,  and  there's  something — you 

might  know  this--there,  apparently,  underway. 

STELLAR:  Well,  both  the  ICF  and  the  skilled  nursing  regula- 

tions require  what  the  statute  requires  them  to  require;  that  is, 
the  use  of  the  1967  Life  Safety  Code  of  the  NFPA,  which  has  since 
been  changed  to  either  that  or  the  '73  under  different  sets  of 
conditions.  Neither  the  '67  nor  the  '73  NFPA  codes  require  sprink- 
lers in  all  buildings,  and  they  don't  because  in  the  fire  protection 
community  there  is  not  the  degree  of  consensus  about  the  desirability 
of  sprinklers  in  all  buildings  that  we  have  in  some  other  parts  of 
the  world.  It  isn't  the  HEW  standard-setters  that  made  a decision  on 
this  one  way  or  the  other.  The  code  was  prescribed  by  the  law,  and 
the  code  which  was  prescribed  provides  that  sprinklers  are  not  re- 
quired in  our  fire-resistive,  or  multistory,  or  one-hour  protected 
noncombustible  one-story. . . 

BRACKNELL:  Nevertheless,  the  point  of  my  reference  to  the  GAO, 

as  you  may  know,  was  that  they  did  a published  report  that  said  that 

fire  safety  standards  don't  necessarily  insure  life  safety.  I mean 
I've  talked  to  people  who  have  developed  aifferent  kinds  of  door 
closers,  and  it  is  all  important;  there's  no  question  about  it.  We 
feel  that  sprinklers  still  are  the  best  and  put  the  fire  out  more 
quickly.  So  we're  still  working  on  that,  although  there  is... 

FRANZ:  A lot  of  people  agree  with  you.  The  only  point  I was 

trying  to  make  is  that  it's  not  a subject  on  which  there  is  a con- 
sensus of  all  right-thinking  people. 

GUTHRIE:  We'll  have  to  hold  off  a little,  because  we  have  to 

move  on.  But  I just  want  to  ask  this  question,  because  you  had 

asked  me,  "Are  there  people  with  Huntington's  disease  in  that  65  and 
up  bracket?"  It  occurred  to  me  what  I really  wanted  to  tell  you 
was  that,  unfortunately,  many  of  our  people  who  haven't  yet  attained 
65,  and  who  have  Huntington's,  are  in  the  same  nursing  home  or  care 
facility  with  those  who  are  65  and  older.  All  the  problems. 
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therefore,  that  you  are  concerned  with,  we  are  concerned  about.  So 
the  problems  are  the  same. 

M.  WEXLER:  Many  of  our  45-year-old  Huntington's  patients  are 

65  years  and  older.  That's  the  way  it  looks. 

BRACKNELL:  I'm  sorry.  I don't  know  as  much  about  the  disease 

as  I want  to  know  and  will  know. 

GUTHRIE:  Well,  we'll  help  you  on  that. 

BRACKNELL:  But  is  there  not  very  much  survival  under  that  age 

range? 

M.  l^XLER:  Oh,  yes.  The  survival  is  quite  long  term... 

GUTHRIE:  Usually,  the  average  age  of  the  disease  itself  is 

15  years.  What  is  interesting  now — because  we  are  looking — is  that 
we  are  finding  many  more  people  who  were  misdiagnosed  (either  schizo- 
phrenia, or  some  other  chorea  or  senility)  who  turn  out  to  have 
Huntington's,  and  who  are  in  that  sixth  decade,  which  is  surprising 
to  all  of  us.  So  we  are  very  concerned  about  the  work  of  your 
Committee . 

BRACKNELL:  I get  the  impression  that's  happening  with  MS,  as 

well . . . 

GUTHRIE:  Also,  because  our  people  are  being  placed  in  a 

nursing  home  with  older  people,  we  have  a special  interest  now  in 
wanting  to  make  that  home  more  attractive  and  make  it  more  livable 
for  a young  person  in  the  thirties  or  forties  who  is  living  in  a 
home  with  sixties  and  eighties , 

BRACKNELL:  I have  a couple  of  things  I want  to  leave  with  you. 

This  is  an  explanatory  sheet  that  explains  Mr.  Pepper's  bill,  intro- 
duced at  the  beginning  of  this  Congress,  that  I think  you  would  find 
of  interest,  because  they're  all  the  bills  I've  talked  about,  plus 
some  others.  Let  me  leave  these. 

And  the  other  thing — Disability  insurance — I didn't  realize 
that  if  a person  went  off  Disability  insurance  they  had  to  wait  24 
months  again.  It's  obvious  it's  an  incentive  to  rehabilitation  to 
try  to  work  and  make — and  I would  be  interested  in  talking  with  you 
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about  the  possibilities  of  legislation  on  that  score,  because  I 
think  that's  not... 

N.  WE.XLER:  Before  you  fly  away,  I just  want  to  ask  you  one 

question.  We're  focusing  on  the  HD  patient  over  65,  and  I know  that 
that  is  your  area  of  interest... 

BRACKNELL:  Not  my  only  interest,  by  any  means.  I was  just 

trying  to  see  if  we  had  any  real  jurisdiction  that  wanted... 

WEXLER:  Well,  I know  it's  a question  of  jurisdiction.  But 

jurisdiction  aside,  I think  that  the  problems  that  you're  raising 
are  really  generic,  and  that's  why  it  disturbs  me  to  have  that  kind 
of  artificial  cut  point  of  age.  Maybe  it's  the  jurisdiction  of 
another  committee,  and  maybe  you  could  tell  us  where  we  should  go, 
because  the  problem  of  quality  control  in  nursing  homes  is  a problem 
for  any  individual  nursing  home  from  age  2 on  up — and  the  kinds  of 
ancillary  support  that  you're  talking  about  (quality  of  life  pro- 
grams, use  of  allied  health  professionals,  paraprofessionals , art, 
music,  dance  programs,  educational  programs,  any  of  that),  and  your 
concern  of  only  that  population  of  over  65.  Part  of  the  problem, 
of  course,  is  trying  to  get  Medicaid,  Medicare,  and  other  kinds  of 
insurances  to  pick  up  on  the  cost.  So  even  if  you  could,  using  an 
over-65  lobby,  or  whatever  you  want,  what  happens  to  anybody 
younger . . . 

BRACKNELL:  Let  me  explain  this  briefly  and  tell  you  where 

else  to  go  besides  us.  The  Select  Committee  is  2 years  old;  it 
was  established  in  the  94th  Congress.  The  Senate  Committee  is 
about  16  years  old,  and  of  course  is  much  better  established,  and 
just  recently  survived  a challenge  to  do  away  with  it  altogether. 
Both  our  Committees  are  special  committees;  they're  not  legislative 
committees  in  that  we  can't  process  legislation.  If  a bill's  intro- 
duced in  the  House  or  the  Senate,  it  would  not  be  referred  to  our 
Committee  for  hearings,  markup,  reporting  to  a full  committee  and 
then  to  the  house.  We  don't  process  legislation.  We  don't  have 
that  authority.  We  are  instead  to  be  a comprehensive  oversight/- 
recommendations  kind  of  body;  that  is  to  say  we  do  oversight  of  all 
the  agencies  that  deal  with  older  Americans  (in  my  case,  mostly 
HEW).  Obviously,  all  our  members  are  members  of  Congress,  so  they 
can  and  do  introduce  legislation — a lot  of  it,  most  of  them.  They 
also  belong  to  other  committees.  Some  of  our  members  belong  to 
Ways  and  Means,  which,  of  course,  has  a lot  to  do  with  Medicare 
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and  Medicaid,  et  cetera.  It  is  quite  disjointed,  there's  no 
question  about  it.  But  some  of  our  members  are  also  on  those 
committees,  so  they  can  have  very  great  impact. 

In  addition,  our  Chairman,  Mr.  Pepper,  and  the  others  can 
testify  before  these  committees,  and  so  on,  and  write  a lot  of 
letters.  They've  made  a very  big  pitch  and  have  been  very  success- 
ful in  getting  increased  appropriations — I think  93  million  more 
dollars.  So  we  act  almost  in  an  advocacy  role  in  addition  to  doing 
oversight.  We  can  hold  hearings  on  subjects,  but  not  on  bills.  We 
can  and  do  issue  reports  and  try  to  make  all  the  use  we  can  of  those 
reports.  Some  people  consider  that  a drawback;  I consider  it  almost 
an  asset,  because  while  we  don't  have  the  power  to  be  a legislative 
committee  and  the  power  over  legislation,  we  also  aren't  timed  to  a 
strict  schedule  as  they  are.  We  can  devote  all  our  resources,  how- 
ever meager  they  are,  to  going  after  whatever  we  think  needs  to  be 
gone  after.  We  are  very  short-staffed  for  the  most  part;  we  don't 
have  much  money,  and  we  are  still  very  new.  But  it's  a permanent 
committee,  so  that  we're  hoping  to  continue  to  beef  up  that  role 
and  to  really  make  it  something,  and  we  have  already  this  year. 

We're  really  going  great  guns. 

So  that's  where  we  are,  and  it's  basically  where  the  Senate 
Committee  is,  too.  Legislative  committees:  The  House  Ways  and 

Means  Committee,  the  Health  Subcommittee,  the  Interstate  and  Foreign 
Commerce  Committee — Paul  Rogers,  of  Florida,  is  Chairman  of  the 
Subcommittee  on  Health  and  the  Environment — Education  and  Labor — 
John  Brademus  is  Chairman  of  the  Subcommittee  on  Select  Education, 

I believe  it's  called,  that  handles  the  Older  Americans  Act  pro- 
grams, some  of  which  would  have  to  do  with  you,  I think  (the  Title 
III  Community  Services).  A number  of  other  things:  nutrition 

programs  under  Title  VII,  et  cetera.  So  that's  basically  the  sit- 
uation in  the  House  with  regard  to  health  matters. 

In  the  Senate,  the  Subcommittee  on  Health — it's  now  called 
Health  and  Scientific  Research,  I think — reorganized  and  is  chaired 
by  Senator  Kennedy,  as  you  know;  the  Finance  Committee,  which  has  to 
do  with  financing  of  Medicare  and  Medicaid,  et  cetera,  is  chaired 
by  Senator  Talmadge  of  Georgia — that's  the  Subcommittee  on  Finance. 
There's  a Subcommittee  on  Aging  as  well,  which  is  chaired  by  Senator 
Thomas  Eagleton,  of  the  Subcommittee  of  Human  Resources,  and  that's 
the  legislative  subcommittee;  whereas  in  the  Senate  for  the  last 
years  the  Senate  Special  Committee  on  Aging  has  really  been  the 
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major  group  with  the  thrust  on  aging,  even  though  it's  not  legis- 
lative, because,  again,  we  can  concentrate  resources  and  be  an 
advocate  for  the  elderly.  Almost  every  issue  that  comes  down 
the  pike  in  Congress  has  impact  in  some  way  on  the  elderly.  But 
that  basically  is  the  structure  in  Congress. 

N.  WEXLER:  If  you  develop  some  program  for  long-term  care 

that  you  really  felt  would  be  terribly  effective  for  the  elderly 
and  you  really  feel  would  be  effective  for  all  people  who  need  that 
kind  of  institutionalization,  would  your  Committee  try  to  work  with 
some  of  the  other  committees  to  get  this  as  a generic  program, 
regardless  of  age? 

BRACKNELL:  Oh,  yes.  Absolutely.  For  example,  this  friend  of 
mine  was  giving  me  a pitch  yesterday  about  a problem  they're  having 
with  the  FDA  trying  to  ban  some  low-level  antibiotics  in  animal 
feed  that  tries  to  keep  down  the  bacteria  in  animals  so  that  they 
grow  better  and  keeps  them  from  getting  so  sick,  et  cetera.  They're 
trying  to  ban  this.  This  would  also  mean  a 15-cent  increase  in  the 
price  of  pork,  probably,  which  would  very  much  affect  older  citizens 
who  are  on  fixed  incomes.  So  nothing  is  out  of  the  realm  of  what 
affects  the  elderly,  there's  no  question  about  it. 

GUTHRIE:  Everything  that  affects  the  elderly  affects  the  HD 

patient . 

BRACKNELL:  Don't  think  that  we're  not  interested.  Furthermore, 

Mr.  Pepper  has  always  been  interested  in  health  care,  period.  It's 
just  that  his  clearest  jurisdiction  is  the  elderly  at  this  moment. 

But  that  doesn't  mean  that  he  personally  and  I personally  can't  get 
interested  in  other  things;  and  I am. 

GUTHRIE:  Thank  you  very  much. 

BRACKNELL:  I invite  you  all  to  come  to  the  Hill.  We're  in 

what  used  to  be  the  Old  Congressional  Hotel  Building.  It's  very 
unlavish  quarters,  but  very  hospitable,  hopefully.  It's  Room  715 
in  the  House  Annex  I,  and  the  phone  number  is  202/225-2381. 
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TESTIMONY  OF 
LOUISE  REIFMAN 
ASSOCIATE  COMMISSIONER 
MEDICAL  SERVICES  7 DMINISTRATION 
HEALTH  CARE  FINANCING  ADMINISTRATION 

REIFMi\N : Medicaid  is  a Federal-state  program  which  was 

created  as  a sleeper  in  the  same  act  that  created  Medicare.  Unlike 
Medicare,  it  was  a continuation  of  obligations  which  states  had 
taken  on  many  years  before  1965,  and  it  was  an  opportunity  for  the 
Federal  Government  to  help  the  states  deliver  and  provide  services 
for  people  who  had  been  providing  in  the  past  but  didn't  have 
enough  financial  resources  to  cover.  It  was  an  attempt  to  make  sure 
that  these  services  were  provided  for  as  many  poor  people  as  could 
possibly  be  provided  for  who  needed  medical  services. 

There  are  restrictions  on  who  may  get  Medicaid  services  that 
are  federally  financed.  We  can  say  categorically--and  that's  a bad 
word  to  use — there  there  are  all  those  people  who  are  receiving  cash 
assistance  under  the  AFDC  Program — that's  the  welfare  program  for 
families  with  dependent  children  and  only  one  parent  capable  of 
providing  support.  All  of  those  people  who  are  receiving  cash 
assistance  are  entitled  to  Medicaid,  if  the  state  has  a Medicaid 
program. 

In  addition,  many,  if  not  most  of  those,  who  are  receiving 
Supplemental  Security  Income  are  entitled  to  Medicaid.  Not  all, 
and  that's  a long  and  complicated  story  that  my  neighbors  on  my 
left  and  right  will  be  glad  to  go  into.  In  addition  to  those  that 
the  state  is  required  to  provide  services  for,  there  are  a number 
of  options  that  the  states  have.  They  may,  for  example,  provide 
Medicaid  services  for  caretaker  relatives.  They  may  provide  ser- 
vices for  people  who  could  be  eligible  to  receive... 

GUTHRIE:  What  do  the  words  "caretaker  relatives"  mean? 

STELLAR:  That  means,  in  the  most  famous  welfare  program,  AFDC, 

where  the  father  leaves  the  mother  with  the  children,  the  mother  is 
the  caretaker.  The  state  has  to  cover  the  children,  and  almost  all 
of  them  choose  to  cover  the  mother,  but  they  do  not  have  to  give  the 
mother  Medicaid  or  cash.  Sometimes  it  can  be  a grandmother  or  an 
aunt,  but  in  90  percent  of  the  cases  it's  the  mother,  and  in  90 
percent  of  the  cases  it's  because  of  desertion. 
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•J.  WEXLER:  What  of  disablement,  if  the  father  is  disabled 

but  present? 

STELLAR:  Right.  Then  the  family  could  also  receive  AFDC, 

and  then  both  parents  would  be  caretakers. 

GUTHRIE:  If  the  father  is  home  and  he  is  ill  and  there  are 

two  children,  who's  getting  the  Medicaid? 

STELLAR:  Any  child  under  18  in  the  United  States  can  get  AFDC 

welfare  if  he  is  deprived  of  the  support  of  at  least  one  of  his 
parents  by  absence,  by  death,  or  by  incapacity.  So  incapacity 
means  two  parents  are  there,  but  one  is  incapacitated;  therefore, 
the  child  doesn't  have  the  benefit  of  two  parents;  he  only  has  the 
benefit  of  one  parent,  plus  the  incapacitated  parent.  So  any  one 
of  those  conditions  can  produce  the  status  of  being  an  AFDC  child, 
and  then  if  the  income  is  low  enough  the  family  would  get  AFDC  and 
would  get  Medicaid.  Almost  all  states  would  give  the  sick  father 
Medicaid,  too. 

MACKAY : Or  he  might  have  the  option  of  SSI. 

STELLAR:  Right. 

REIFMAN:  He  would  more  than  likely  be  getting  it  as  a — but 

the  rest  of  the  members  of  the  family,  if  the  family  income  were  low 
enough,  would  be  eligible  for  AFDC,  which  would  then  make  them 
eligible  in  that  case  for  Medicaid. 

GUTHRIE:  And  if  the  income  was  above  a certain  figure — was 

that  the  $12,000  figure,  or  something? 

REIFMAN;  There  is  another  group.  I had  mentioned  the  care- 
takers. I would  also  like  to  mention  those  people  who  are  eligible 
for  cash  assistance  but  for  some  reason  or  other  are  not  receiving 
it.  The  state  option  can  make  them  eligible  for  Medicaid,  even 
though  they're  not  receiving  cash  assistance. 

But  probably  the  most  significant  eligible  group  is  the  medi- 
cally needy.  The  medically  needy  are  a group  of  people  who  are 
very  much  like  the  cash  assistance  recipients  in  their  character- 
istics of  being  either  aged  or  disabled  or  members  of  families  with 
only  one  parent  providing  support,  but  their  income  may  be  above  the 
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cash  assistance  level.  However,  their  medical  expenses  are  such 
that  if  they  have  incurred  such  medical  expenses  that  were  they 
to  pay  for  it,  their  remaining  income — that  which  was  left  over — 
would  be  considered  inadequate  to  take  care  of  the  family.  In  that 
case  the  state  has  the  option  to  say,  "We  have  the  medically  needy 
program,  and  we  will  cover  these  people."  In  effect,  this  is  a 
catastrophic  health  insurance  program,  but  it  really  is  a catas- 
trophic health  insurance  program  in  that  people  have  to  be  down 
to  well  below  the  poverty  level  after  they  incurred  their  medical 
expenses  in  order  to  be  eligible  for  it. 

GUTHRIE:  We  * ve  heard  that  in  our  testimony,  that  people  lost 

everything  and  then  got  their  Medicaid  but  could  not  maintain  what 
they  had  to  live  a better  life. 

REIFMAN : It  is  not  a middle-class  catastrophic  health  insur- 

ance program.  As  a matter  of  fact,  it  can  be  an  extremely  expen- 
sive program.  The  people  may  have  to  incur  thousands  of  dollars 
of  medical  expenses  before  they  become  eligible  for  any  assitance. 

I don't  want  to  build  it  up  as  a solution  to  national  health  insur- 
ance or  to  a catastrophic  health  insurance  program,  but  it  does 
exist.  It's  an  expensive  program,  and  it  covers  about  six  or 
eight  million  people  across  the  country. 

Now,  in  total,  Medicaid  provides  services  for  about  25  million 
people.  There  may  be  some  30  million  people  who  are  in  fact  eligi- 
ble. I'm  not  sure  of  those  figures,  and  we  have  almost  no  way  of 
knowing,  but  we  do  know  that  about  25  million  people  are  receiving 
some  form  of  health  care,  I think  it's  appropriate  to  mention  the 
kinds  of  care  to  which  they  are  entitled. 

If  the  state  has  a Medicaid  program,  the  state  must  provide  a 
reasonable  amount.  Now,  we  don't  dictate  at  the  Federal  level  how 
much  is  a reasonable  amount.  But  presumably,  in  order  for  a state 
plan  to  be  approved,  it  must  be  able  to  justify  that  what  services 
are  provided  are  reasonable  amounts  of  those  services.  They  include 
inpatient  and  outpatient  hospital  services j nursing  home  services; 
physician  services;  lab  and  X-ray  services;  early  and  periodic 
screening,  diagnosis,  and  treatment  for  eligibles  under  21;  fcimily 
planning  services  for  sexually  active  people;  home  health  services 
for  that  population  which  is  entitled  to  skilled  nursing  facility 
services.  Now,  every  Medicaid  state  must  offer  a reasonable  amount 
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of  these  services.  Incidentally,  every  state  in  the  Union,  with 
the  sole  exception  of  Arizona,  does  have  a Medicaid  program. 

GUTHRIE:  Excuse  me.  When  you  said,  "skilled  nursing  service 

in  the  home,"  not  visiting  nurse... 

REIFMAN : No.  I said,  "skilled  nursing  facilities,"  and  I said, 

"home  health  services."  There  are  fairly  limited  Federal  require- 
ments on  what  a state  must  do  on  home  health  services  to  the  point 
that  less  than  1 percent  of  Medicaid  services  are  in  fact  going  for 
home  health  services.  It  is  not  a large  service,  considering  that 
Medicaid  is  currently  spending  about  $16  million... 

GUTHRIE:  I'm  just  wondering,  is  that  because  the  people  don't 

know  it's  available,  or  you  don't  make  it  available,  or  what? 

REIFMAN:  There  are  a lot  of  reasons  why.  For  one,  there  are 
restrictions — there  have  been  all  kinds  of  restrictions — on  what  kind 
of  home  health  services  could  qualify.  Some  of  these  restrictions 
are  an  attempt  to  protect  the  costs  of  the  prograim;  some  of  them 
are  the  lack  of  availability  of  licensed  home  health  services  in 
communities.  And  then  there  are  other  reasons  that  I think  you  are 
probably  alluding  to:  It's  the  failure  of  the  states  to  want  to 

assume  too  much  obligation  in  this  area. 

McCORMICK:  What's  the  definition  of  "skilled  nursing  care"? 

How  do  they  define  skilled  nursing  care?  This  is  one  of  the  res- 
trictions, that  the  patient  must  be  eligible  for  skilled  nursing 
care,  not  just  home  care. 

LOTWIN : In  Medicare,  not  in  Medicaid. 

McCORMICK:  Not  even  in  a nursing  home? 

N.  WEXLER:  It's  not  a Federal  requirement. 

REIFMAN:  No.  At  least  it's  not  a Federal  requirement  that... 

McCORMICK:  But  isn't  it  a requirement,  though,  in  most 

communities? 

REIFMAN:  I don't  think  so.  Frank  Franz  knows  considerably 

more  about  this  subject  than  I do. 


$ 
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McCORMICK;  Well,  for  nursing  home  care  it  is.  You  can't  send 
a patient,  for  example,  with  Huntington's  disease  to  a nursing  home 
unless  that  patient,  under  Medicaid,  needs  what  is  called  skilled 
nursing  care.  Isn't  that  true?  Distinguish  between  "skilled 
nursing  care"  and  "custodial  care." 

VOICE:  Well,  the  term  in  Medicaid  is  "intermediate  care," 

which  usually  in  most  states  is  a type  of  nursing  home  care.  Now, 
you’re  right,  that  if  an  individual  does  not  need  skilled  nursing 
care — and  in  many  states  the  same  tests  are  applied  as  are  applied 
in  Medicare — then  that  person's  benefit  would  be  an  intermediate 
care,  but  that  is  a long-term  care  institution  with  nursing. 

STELLAR:  Yes.  But  the  question  is  what  is  skilled  nursing 

care?  How  is  that  defined  these  days?  Do  you  people  Jcnow? 

REIFMAN:  I'm  sure  that  we  do,  and  there  is  a regulation  which 

defines . . . 

STELLAR:  Well,  the  reason  I bring  it  up  is  because  when  you 

want  to  say  that  a patient  requires  skilled  nursing  care,  you  get  a 
lot  of  questions  such  as,  "Well,  what  is  the  skilled  nursing  care 
that  the  patient  needs?"  You  say,  "Well,  he's  98  years  old,  has  no 
relatives,  he's  blind,  he's  deaf,  and  he  really  needs  custodial 
care,  in  fact."  We  recognize  that,  but  if  you  don't  have  him  on 
some  intravenous  medications  or  some  fancy  machinery--anybody  can 
swallow  a pill,  and  anybody  can  give  a pill — you  don't  need  skilled 
nursing  care;  therefore,  he's  not  eligible. 

REIFMAN:  Well,  I hadn't  completed  my  sermon.  I had  mentioned 

only  those  services  which  were  required  services , and  skilled  nursing 
facilities  are  required.  Now,  the  states  also  have  a number  of  ser- 
vices which  they  can  provide  and  from  which  they  can  get  Federal 
matching.  Those  services  include  the  intermediate  care  facility 
services,  which  is  a level  of  care  which  is  somewhat  different  than 
the  skilled  nursing  facility,  but  it  is  still  a health-related  care. 
It  is  not  simply  custodial  care;  it's  a level  above,  if  you  will, 
or  more  closely  aligned  to  the  medical  needs  of  the  patient  than 
would  be  custodial  care.  But  a state  may  provide  that  at  the  state's 
option;  it  is  not  required.  On  the  other  hand,  if  you  look  at  the 
chart,  I think  almost  every  state  is  now  providing  it.  So  that 
gives  you  a clue,  incidentally,  as  to  how  prevalent  the  need  is  and 
how  likely  it  is  that  the  state  would  have  had  to  provide  it  at  its 
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own  expense,  were  it  not  for  the  Medicaid  Program  where  it  is  able 
to  get  some  Federal  matching  for  it. 

Now,  in  addition  to  ICF  care,  there  is  dental  care,  eyeglasses, 
prescription  drugs.  In  fact,  almost  any  kind  of  medical  care  which 
is  approved  under  state  law  is  likely  to  be  acceptable  for  Federal 
matching  under  Medicaid. 

GUTHRIE:  Can  I just  ask  you,  are  the  people  who  administer 

the  state  progrcim  involved  with  how  the  Federal  program  came  to 
these  conclusions  about  what  they  have  to  do?  E)o  they  have  their 
input  on  the  state  level? 

REIFMAN:  Yes,  I would  hope  so.  First  of  all,  we  consider 

that  the  Medicaid  Program  is  a state-initiated  program,  so  that  a 
good  deal  of  the  administration  of  the  program  is  responsive  to 
state  needs.  The  state  directors  are  the  ones  who  determine,  within 
very,  very  broad  Federal  guidelines — so  that  at  the  first  cut  the 
state  is  certainly  well  in  control  of  the  state.  To  the  extent 
that  it  also  exists,  the  localities  administer  the  Medicaid  Program. 
In  addition,  there  is  certainly  a great  deal  of  relationship  be- 
tween the  state  and  their  governors  and  the  Federal  Government  and 
HEW  in  the  administration  of  the  Medicaid  program.  As  you  know, 
there's  quite  a bit  of  relationship  between  the  states  and  their 
representatives  in  Congress  who  determine  the  laws. 

GUTHRIE:  I was  trying  to  figure  out  how  we  can  move  the 

state  so  that — we  may  have  to  make  some  recommendations  to  the  state 
level  from  our  Commission,  then,  in  order  to  move  what  we  need. 

N.  WEXLER:  Is  there  a state  planning  board  that  would  set 

policy  about  what  kinds  of  services  should  be  increased  in  the 
states  to  be  covered  under  Medicaid? 

REIFMAN:  VJell,  the  state  Medicaid  Programs  are,  in  general, 

operated  by  either  a state  health  department — and  that's  a very  rare 
thing — or  they're  operated  more  likely  by  the  welfare  agencies,  or 
an  umbrella  agency,  which  sits  on  top  of  the  welfare  agency  and  the 
Medicaid  agency. 

N.  WEXLER;  What  would  be  that  umbrella  agency? 
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REIFflAN:  It'll  be  the  department  of  social  services,  human 

services,  human  development.  They  have  all  kinds  of... 

GUTHRIE:  I really  asked  the  question,  because  in  New  York 

State  I'm  learning  a little  bit  about  what's  going  on,  and  I get  a 
feeling  that  we  Commissioners  might  be  able  to  be  a little  more 
effective  in  making  some  demands  upon  the  state.  There  is  not  a 
state  constituency  for  the  kinds  of  problems  we're  talking  about, 
and  so. . . 


LOTWIN : Well , how  many  cases  do  you  have? 

GUTHRIE:  All  together?  Our  files  at  the  Committee  to  Combat 

Huntington's  Disease  at  this  moment  have  7,000  families.  I can't 
tell  you  how  many  people  have  it  and  how  many  are  affected,  or  how 
many  are  at  risk,  you  see.  But  we  are  in  practically  most  states, 
and  I think  we  have  a constituency  that  might  get  advice  from  our 
Commission  as  to  how  to  effectively  become  involved  on  the  state 
level,  if  that  is  where  it  initiates  from.  That's  why  I'm  asking 
the  question. 

REIFMAN:  I think  that  there's  quite  a bit  that  can  be  ac- 
complished at  various  state  levels.  Now,  there  are  without  doubt 
some  states  which  have  done  very  well  and  have  responded  very  quickly 
and  warmly  and  compassionately  to  the  needs  of  those  who  are  finan- 
cially unable  to  pay  for  their  medical  expenses. 

GUTHRIE:  Do  you  have  any  kind  of  report  card  on  those  states? 

REIFMAN:  Well,  I think  the  report  card  is  rather  obvious 

when  you  look  at  this  sheet.  The  plus,  which  is  an  A,  obviously, 
is  an  indication  that  they  are  covering  medically  needy,  as  well  as 
those  who  are  receiving  cash  assistance.  We  have  some  states  that 
have  F's,  but  they're  small  and  they're  few.  I think  there's  a 
tremendous  amount  of  effort  that  is  going  into  the  Medicaid  Program; 
after  all,  when  I said  $16  million,  it's  about  $8  million  of  Federal 
money,  but  it's  $8  million  of  state  and  local  money  that's  going 
into  it  as  well. 

STELLAR:  Can  I ask  you  how  you  define  Title  XIX  eligible? 

I've  been  through  the  game,  and  I've  never  gotten  a straight  answer, 
so  that's  why  I'm  asking  again. 
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KLIFMA!J:  Well,  eligible  is  in  the  eye  of  the  beholder.  The 

Federal  law  says  that  every  state  is  required  to  provide  Medicaid 
assistance  to  all  those  who  are  recipients  of  cash  under  certain 
federally  assisted  programs;  that  would  be  the  AFDC  population,  and 
you  know  how  that's  defined.  Plus,  it  used  to  be  that  everyone 
who  was  receiving  cash  under  the  Aged,  Blind,  and  Disabled,  when  the 
SSI  Program  came  along,  there  was  a great  fear  that  this  would  mon- 
umentally increase  the  cost  of  the  Medicaid  Program.  So  an  excep- 
tional clause  was  written  which  said  that  a state  had  the  option  of 
going  back  to  an  earlier  more  stringent  condition  in  determining 
eligibility.  There  are  some  states  which  are  called  209-B  states, 
and  they  have  their  own  special  laws  on  who  is  eligible  for 
Medicaid . 

Aside  from  the  209-B  states,  then  we  can  say  that  all  those 
people  who  are  eligible  for  cash  assistance  under  the  SSI  Program 
are  also  eligible  for  Medicaid.  In  addition,  a state  has  a long 
list  of  options  which  it  can  spell  out.  Now,  there  is  a state  plan 
which  spells  out  in  fairly  fine  detail  who  is  covered  and  who  is 
not  covered  in  that  state  for  Medicaid  purposes.  But  I think  more 
than  this  general  statement  which  I've  given  you,  it  would  probably 
be  helpful  to  get  the  state  plan,  if  you're  questioning  about  a 
program  in  that  particular  state. 

SCHACHT:  My  point  is,  is  the  eligible  population  those  who 

truly  are  eligible  for  this  program,  or  is  it  those  who  happen  to 
have  applied  and  are  card-carrying  members  at  the  moment? 

REIFMAN : You're  drawing  a distinction  that  is  a very  valid 

one.  The  eligible  populations  are  in  fact  those  who  are  financially 
and  categorically  eligible  for  the  program  whether  or  not  they  are 
receiving  services.  If  at  some  point  they  apply  and  it  is  deter- 
mined that  they  were  eligible  3 months  before  they  had  applied,  the 
services  they  would  have  received  in  that  earlier  period  when  they 
were  eligible  and  had  not  applied  may  be  handled  by  reimbursement 
under  the  Medicaid  Program. 

So  I think  you're  alluding  to  the  problem  very  neatly,  that  there 
is  a problem  in  people  knowing  that  they  are  eligible.  There  is  also 
a problem  of  those  who  are  eligible,  in  fact,  receiving  services, 
because  there  may  be  impediments  to  their  receiving  services : either 

the  services  are  not  available  in  the  community  in  which  they  live, 
or  the  rate  of  reimbursement  to  providers  in  their  state  or  locality 
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is  such  that  it  will  not  attract  providers,  or  there  are  providers 
who  refuse  to  accept  Medicaid. 

SCHACHT:  May  I say  that  your  definition  is  not  consistent 

from  any  Washington  levels,  or  regional  office  levels,  for  the  state 
interpretations . 

REIFMAN:  Well,  if  it  isn't  consistent,  then  the  fault  is  not 

mine . 


SCHACHT:  Oh,  your  definition  is  the  one  I like.  When  Title 

XIX  first  started  getting  big  in  the  scene,  that  was  the  interpre- 
tation I got  from  the  regional  people. 

REIFMAN:  I think,  really,  that  it's  incumbent  upon  those  of 

us  who  are  able  to  work  our  way  through  this  system  to  keep  re- 
minding the  system  of  its  responsibilities,  and  that's  why  I hope 
that  you  will  go  back  to  the  insured  that  you  know,  who  is  in  fact 
eligible  in  that  state,  and  insist  on  it. 

Now,  there  are  eligibles  who  are  not  getting  services  because 
providers  are  refusing  to  deliver  services.  This  is  another  problem 
which  I think  is  well  within  the  scope  of  this  group,  but  it's 
certainly  outside  or  tends  to  be  outside  the  scope  of  the  Federal 
Medicaid  people. 

BRACKNELL:  Can  I possibly  make  a point?  I hate  to  interrupt. 

The  thing  that's  so  hard  to  explain  is  that  there  are  very  few  hard 
and  fast  answers  in  Medicaid:  There  are  essentially  53  different 

Medicaid  programs,  because  it  is  a Federal-state  program,  and  the 
states  pretty  much  call  the  shots  within  the  broad  Federal  guide- 
lines. There's  a basic  package  that's  mandatory  that  the  states 
have  to  provide  in  order  to  be  accepted  by  the  Federal  Government 
to  be  reimbursed.  We've  just  had  hearings  on  that  subject  in  our 
Subcommittee,  as  a matter  of  fact.  Within  the  last  2 years  (in 
'75  and  '76,  basically  in  '75)  some  20  states  at  least  have  made 
cutbacks  in  the  services  they  can  provide.  So  you  need  to  know  for 
each  state  that  you're  interested  in  what  that  state  plan  is  and 
what  their  current  cover  is.  Forgive  me  for  the  interruption. 

M.  WEXLER:  Well,  maybe  the  questions  I have  have  to  do  with 

state  programs  rather  than  Federal  level,  but  I'm  curious  about  two 
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thinqs:  If  a provider  accepts  Medicaid  patients,  can  they  select 

which  Medicaid  patients,  or  are  they  required  to  take  patients? 

RriFMAN:  There  are  a number  of  Federal  regulations  which  say 

that  a provider  may  not  discriminate  against  persons  on  the  basis 
of  disease.  It  says  a provider  may  not  discriminate  on  the  basis 
of  race,  color,  creed--all  of  the  restrictions  on  the  receipt  of 
Federal  funds.  How  much  enforcement  there  is  of  these  regulations 
is  questionable. 

GUTHRIE:  We  had  an  example  of  someone,  incidentally,  from 

New  Jersey,  in  a nursing  home  who  is  now  wishing  to  refuse  Hunting- 
ton's patients  specifically,  because  she  gets  $27  a day  and  says 
that  does  not  cover  the  cost  of  the  care  of  this  patient  in  her 
nursing  home;  therefore,  she  will  not  accept. 

REIFMAN:  Yes.  I said,  theoretically,  that  there  were 

Federal  regulations  which  precluded  the  possibility  of  anyone  dis- 
criminating on  the  basis  of  disease,  or  on  the  basis  of  any  of  the 
other  civil  liberty  rights  that  people  have.  On  the  other  hand, 
there  are  also  regulations  which  say  that  a nursing  home  may  not 
take  a patient  which  it  is  not  qualified  to  handle,  and  there  are 
also  regulations  that  say  that  certain  providers  must  accept  pay- 
ment in  full  from  the  program.  So  if  a provider  feels  that  he 
cannot  render  services  because  the  payment  is  insufficient  to  cover 
his  cost  of  rendering  services,  then  clearly  there  is  very  little 
that  can  be  done  at  the  Federal  level  to  insist  that  he  take  on  a 
patient.  As  you  know.  Section  504  in  the  new  regulations,  which 
was  signed  by  the  Secretary  a couple  of  weeks  ago,  insists  that 
no  recipient  of  Federal  funds  can  discriminate  against  people, 
either  as  patients  or  as  employees,  on  the  basis  of  disability. 

It's  on  the  books. 

M.  WEXLER:  What  if  they've  accepted  the  patient  and  the 

patient  has  been  cared  for  for  a period  of  time,  and  then  they  de- 
cide that  they  don't  want  to  keep  the  patient  any  more.  Can  they 
do  that? 

REIFMAN:  You  and  I know  there  are  always  ways  of  getting 

around  it.  I can't  think — can  you  think  of  any  way  we  could  re- 
quire--we  can  say  that  no  patient  may  be  required  to  take  a par- 
ticular provider,  that  he  must  have  some  freedom  of  choice  in  the 
providers  that  give  him  services.  On  the  other  hand,  I don't  think. 
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given  our  medical  system,  that  we  can  say  that  a particular  provider 
must  take  a particular  patient. 

McCORMICK:  It's  almost  impossible,  because  in  many  of  these 

situations  we're  at  the  mercy  of  the  providers.  So  were  you  to 
say  that  you  deny  a Huntington's  patient  in  a nursing  home  in  New 
Jersey — the  nursing  home  shortage  is  so  critical  in  the  State  of 
New  Jersey,  the  welfare  offices  and  the  aging  people  are  so  desperate, 
and  the  nursing  homes  are  so  rapacious,  that  basically  that  nursing 
home  could  easily  drop  out  of  the  program  and  easily  make  a profit 
on  just  private  patients,  and  all  the  Medicaid  patients  already  in 
the  facility  would  be  without  beds.  That's  the  reality  of  the 
situation. 

REIFMAN:  It  isn't  even  dropping  out  of  the  program,  because 

the  place  could  be  filled  easily  by  another  Medicaid  patient. 

M.  WEXLER:  Yes,  that's  a highly  localized  situation.  But 

aren't  there  situations  in  states  where  the  opposite  is  true? 

REIFMAN:  What  we've  been  finding  is  that  there's  a shortage 

of  nursing  home  beds  at  the  rates  that  states  are  paying  the 
nursing  home  providers.  I can't  think  of  any  hospital  that 
doesn't  have  a social  worker  whose  main  function  is  to  try  to  find  a 
bed  in  a nursing  home  for  a Medicaid  patient,  and  it's  a time- 
consuming  and  a disheartening  job.  There's  a shortage. 

STELLAR:  I'd  like  to  say  a few  words  about  Medicaid  pertinent 

to  what  you're  asking.  There's  a kind  of  theoretical  side  to  it 
that  we're  looking  at  today,  almost  more  than  the  practical  side- 
You're  trying  to  get  to  that,  and  you've  mentioned  something  about 
it.  But  if  you  read  this,  for  example,  or  if  you  ask  about  coverage 
of  the  different  programs,  you  get  the  impression  that  Medicaid  pays 
for  certain  things,  like  hospitalization,  and  so  on,  which  really 
isn't  the  case.  Regardless  of  whose  fault  it  is,  it  turns  out  that 
the  costs  are  much  greater  than  Medicaid  pays  for  almost  everything; 
that  is,  the  payment  to  the  nursing  homes,  the  payment  to  the 
hospitals,  the  payment  to  the  physicians,  or  to  anybody  who  provides 
care  for  a special  service.  It's  usually  at  a lower  rate  than  is 
current  in  the  community,  and  it's  usually  a considerably  lower  rate. 

REIFMAN:  With  the  exception  of  hospitals. 
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STKLLAK:  I don't  know  whether  the  hospital  administrators 

would  acjrcc  with  you  on  that,  because  they're  forced  to  accept  the 
rAtc’i  that  are  qiven  anyway.  The  insurance  commissioner  lays  down 
tho.sc  rates. 

.’UJIFMAN:  But  the  rates  v/hich  are  paid  for  Medicaid  patients 

are  the  reasonable  cost  rates,  which  are  the  rates  which  are  paid 
fur  .'Medicare  patients,  as  well. 

dTKLLAR:  You  may  say  they're  reasonable  cost  rates,  but  the 
people  running  the  hospitals  won't  agree  with  you,  those  running 
the  nursing  homes  won't  agree  with  you,  and  that's  why  they're 
refusing  the  patients.  Now,  I don't  think  that  refusal  is  very 
prevalent  in  hospitals,  but  in  nursing  homes  it  is,  or  they  will 
designate  only  a certain  percentage  of  their  beds  for  Medicaid, 
saying,  "Well,  we  can  lose  $20  a day  on  10  of  our  beds,  or  100  or 
our  beds,  because  we're  going  to  make  it  up  in  other  things."  They 
actually  will  designate  only  a certain  percentage.  It  may  be  that 
they  may  just  be  looking  for  more  profit,  too,  which  seems  to  be  a 
rather  human  trait,  and  I don't  think  we  can  discount  it. 

When  it  comes  to  other  fees,  for  example,  almost  all  the  fees 
are  2 or  3 years  old  (that  is  to  say,  they  are  1974,  1975  fees), 
which  with  inflation  and  other  things  happening,  are  really  low. 

I can  tell  you  for  sure  that  many  of  their  fees  for,  let's  say, 
daily  care  or  office  visits  to  physicians,  and  so  on,  are  less 
than  the  physician's  overhead.  You  actually  have  to  lose  money  to 
accept  the  patients,  if  you're  the  kind  of  person  that  figures  it 
out  per  patient,  and  some  physicians  are.  They've  refused  to  take 
the  patients.  There  is  no  compulsion  about  it;  nobody  has  to  take 
them,  as  far  as  I know.  There's  no  special  agreement  with  it, 
there's  no  agreement  that  you  have  to  accept  their  fees,  except  that 
you  haven't  any  choice  anyway. 

So  I think  that  providers  of  all  kinds  can  and  do  refuse 
patients.  If  you  have  a Huntington's  or  similar  patient  you  may 
have  difficulty  getting  that  patient  into  a hospital — in  fact,  you 
will — or  into  a nursing  home,  or  you  will  find  that  there  are 
certain  clinics  that  will  not  accept  the  patient,  or  certain  physi- 
cians will  just  eliminate  from  their  practice  all  Medicaid  patients, 
and  that's  because  of  the  economic  factors.  It's  as  simple  as  that. 
I don't  think  we  should  fool  ourselves  into  thinking  it's  anything 
else.  The  Federal  Government  and  the  state  governments  in  fact  have 
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have  no  control  over  that  at  this  time.  They  might  get  it  by 
legislation,  but  at  this  time  they  have  no  control  over  it. 

REIFMAN:  No.  You're  absolutely  right.  Dr.  Stellar.  What  we 

are  saying  is  that  Medicaid  is  an  attempt  to  replace  a system  which 
depended  completely  on  the  charity  of  the  providers  and  depended 
upon  them  to  say,  "We  will  take  care  of  these  patients  without  re- 
imbursement." This  is  now  an  attempt  to  reimburse  the  providers  at 
$16  million,  where  before  they  were  providing  it  completely  out  of 
their  own  generosity. 

STELLAR:  Unfortunately,  that's  changed.  It  wasn't  really  such 

a very  long  time  ago  when  hospital  costs  were  quite  low,  and  when 
there  was  a great  deal  of  charity  and  charitable  service  being  given 
by  all  the  providers  of  medical  care,  not  only  physicians,  but  every 
body  involved.  It  didn't  cost  a great  deal,  and  nobody  was  starving 
I can  tell  you  that;  that  is,  nobody  providing  the  care  was  starving 
When  a hospital  could  take  in  a patient,  say  even  for  a month,  when 
it  cost  $6  a day,  it  was  one  thing;  even  at  lower  prices.  But  to- 
day's prices  are  so  high,  costs  are  so  high — and  this  is  in  part 
to  the  advance  of  medicine,  where  you  have  much  more  sophisticated 
equipment  and  everything  is  much  more  expensive — it  really  is 
impossible.  The  hospital  would  just  go  down  the  drain  if  it  took 
in  patients  who  didn't  pay,  whereas  years  ago  they  could  do  that. 

We  have  a new  burn  unit  in  our  hospital,  and  the  cost  per  day 
there  is  $700.  We're  low  compared  to  other  burn  units,  because  we 
haven't  yet  learned  how  to  add  the  prices  up.  But  some  of  them  are 
$1,000  a day.  Would  you  believe  it,  that  there  are  insurance  plans 
that  pay  it?  Now,  I don't  know  where  they're  getting  the  money, 
but  they're  getting  it.  You  can  be  sure  of  that. 

GUTHRIE:  We're  paying  for  it. 

STELLAR:  Well,  some  of  those  insurance  plans  are  getting  near 

bankruptcy,  too.  They  really  are.  Our  hospital  reimbursement  for 
the  ordinary  bed  is  about  $150-$160  a day,  and  that's  laid  down  by 
the  insurance  commissioner.  According  to  our  administration  at 
least — I don't  know  the  figures — they  say  it's  quite  a bit  lower 
then  our  actual  costs  are.  Now,  it  may  be  only  a difference  of  $10 
or  $20  a day,  but  when  you  add  that  up  per  patient  bed  in  a 750-bed 
hospital,  that's  a lot  of  money. 
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We  have  those  big  problems,  and  Medicaid  and  Medicare  do  not 
meet  those  things.  Also,  I should  say  that  there's  a co-insurance 
for  Medicare,  for  example,  which  often  is  just  accepted  as  charity, 
because  nobody  pays  it,  and  there  are  deductibles  at  the  beginning 
of  each  year  that  providers  don't  collect  and  no  one  pays.  This  is 
all  forgotten  when  they  say,  "Medicare  covers  you;  Medicaid  covers 
you."  That  word  "cover"  is  really  being  exaggerated.  I think 
physician  services  and  other  services  are  often  well  covered,  but 
there  are  big,  big  gaps.  There  are  big  gaps  where  there  is  little 
or  no  coverage,  especially  at  the  beginning  of  the  year,  when  they 
all  have  the  deductibles.  The  patients  say,  "Well,  I have  Medicare." 
Fine.  Then  it  turns  out  they  haven't  paid  their  deductible  yet 
because  it's  only  the  beginning  of  the  year,  so  there  is  no  insur- 
ance in  fact.  The  hospitals  can't  do  that.  They  really  cannot  do 
it.  They'd  go  into  bankruptcy. 

GUTHRIE:  V7e  have  to  watch  our  timing  now  because  our  next 

speakers  are  here.  But  Nancy  had  two  questions,  and  I'll  let  her 
get  them  in. 

N.  WEXLER:  What  I want  to  say  is  there  are  a tremendous 

number  of  possible  benefits  that  could  be  of  great  value,  but  that 
it  seems  to  be  primarily  up  to  the  women  of  the  state  whether  or  not 
they're  going  to  provide  those  services,  high  quality  services, 
and  have  the  Federal  Government  help  pick  up  the  tab.  It  also 
seems  up  to  the  women  of  the  state  whether  or  not  the  patients  are 
going  to  be  protected,  to  be  able  to  get  into  programs  and  to  stay 
in  programs. 

REIFMAN:  Well,  Nancy,  you're  right  to  a very  large  extent, 

and  that  was  certainly  the  implication  of  most  of  what  I said.  On 
the  other  hand,  I think  Frank  Franz  pointed  out  a little  bit  earlier 
with  regard  to  certain  standards  in  nursing  homes,  but  these  had 
been  built  into  Title  XIX,  so  that  it's  not  a hopeless  situation. 

Dr.  Stellar  pointed  out  some  problems  that  were  involved  in  reim- 
bursement that  we  thought  were  reasonably  covered  by  Federal  law, 
which  says  that  reimbursement,  at  least  to  hospitals,  and  then  more 
recently  to  nursing  homes,  on  a reasonable  cost  basis... so  that  I 
don't  think  it's  appropriate  to  throw  up  your  hands  and  say,  "There's 
nothing  that  can  be  done  at  the  Federal  level."  I think  there  are 
quite  a few  things  that  can  be  done  to  build  in  minimum  standards 
which  are , appropriate  for  the  entire  country  and  should  be  built 
into  Title  XIX  at  the  Federal  level.  But  I do  think  that  you  cannot 
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relax  your  pressure  on  the  states  to  assure  that  each  of  the  states 
is  contributing  as  much  as  it  is  capable  of  contributing  to  helping 
the  problems . 

N.  WEXLER;  So  our  recommendations  should  be  geared  to  the 
state  level.  On  the  Federal  level,  would  these  kinds  of  changes 
require  legislative  changes? 

REIFMAN:  Yes. 

N.  WEXLER;  They  would.  Would  there  by  any  program  recommen- 
dations that  we  could  make  to  your  Administration?  There  would 
really  have  to  be  legislative  changes  first. 

REIFMAN:  Well,  I think  you  alluded  to  one  a few  minutes 

earlier  when  you  were  discussing  home  health  services  and  the  fact 
that  you  wanted  to  see  an  expansion  of  home  health  services.  Now, 
some  of  that  can  be  accomplished  at  the  Federal  level — there  are 
some  changes  that  can  be  accomplished.  I think  a recommendation 
from  this  group:  Leadership  should  be  directed  at  the  Federal 

level  for  expanding  the  services  which  are  available  to  include 
the  whole  gamut  of  services  that  are  needed  for  someone  who  is 
chronically  ill.  Obviously,  there  are  some  things  that  can  be  done 
at  the  Federal  level,  and  they  include  legislative  changes,  and  I 

think  you  have  heard  from  some  of  the  other  committees.  In  addition, 

I understand  that  the  Kennedy  Committee  on  the  Judiciary  Committee 
is  now  looking  further  into  the  nursing  home  question,  and  it  might 
be  an  appropriate  committee  for  you  to  listen  to  and  talk  with. 

GUTHRIE:  Thank  you  very  much  for  coming  and  sharing  with  us. 

We  wish  your  picture  were  not  as  black  as  it  is.  We  hope  it  will 
improve,  with  our  efforts. 

REIFMAN:  Thank  you.  If  you  need  any  more  goodies,  call  me. 

GUTHRIE;  Dr.  Huber.  Dr.  Hobson.  Nice  of  you  to  come,  and 
nice  to  see  an  old  friend  again.  If  I may.  Dr.  Huber,  with  our 

critical  analysis  of  what  you  just  heard,  I do  want  to  tell  you 

that  some  of  the  best  care  in  this  country  for  Huntington's  disease 
patients  is  in  the  VA  system;  we've  seen  it  and  we're  aware  of  it. 

I think  our  desire  today  is  to  see  what  we  can  do  to  make  it  per- 
haps better  where  it's  not  as  good  and  see  if  we  can't  talk  about 
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the  things  that  we  might  do  together  to  support  our  efforts  on  both 
sides  . 


TESTIMONY  OF 
V7ARREN  HUBER,  M.D. 

DIRECTOR 

NEUROLOGY  SERVICE 
VETERANS'  ADMINISTRATION 

and 

LAWRENCE  HOBSON,  M.D. 

DEPUTY  ASSISTANT  TO  CHIEF  OF  MEDICINE 
DIRECTOR  FOR  RESEARCH  AND  DEVELOPMENT 
VETERANS ' ADMINISTRATION 

GUTHRIE:  Do  you  want  to  make  a statement  first? 

HUBER:  No. 

GUTHRIE:  All  right.  Dr.  Hobson,  do  you? 

HOBSON : No . 

GUTHRIE:  You  just  want  us  to  ask  questions?  All  right. 

M.  WEXLER:  At  one  time  it  was  suggested — I've  forgotten  by 

whom--that  maybe  the  Veterans'  Administration  would  be  an  ideal 
place  to  have  a tissue  bank — or  one  of  the  Veterans'  hospitals^ — 
for  the  accumulation  of  tissue  relevant  to  research  in  Huntington ' s. \ 
Does  that  seem  a possibility? 

HUBER:  I would  say  it's  a possibility,  yes.  Actually,  your 

tissue  banks  for  many  of  the  neurological  problems — Institute  of 
Pathology,  because  for  a long  period  of  time  we  were  contributing 
some  tissues  for  their  review.  So  I will  say  in  answer  to  your 
question,  it  is  a possibility.  Whether  or  not  it's  the  most 
feasible  thing  is  another  thing,  because  you  do  have  to  have 
physicians  who  are  interested  and  dedicated.  Certainly  the  Armed 
Forces  is  interested  in  pathology  and  has  given  us  excellent  service 
over  the  years,  primarily  ahead  of  the  knowledge  of  the  schools, 
but. . . 
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GUTHRIE:  One  of  the  nice  things  that  I've  learned  in  some  of 

the  VA  is  the  way  in  which  they've  participated  in  educating  their 
own  team  of  people  to  approach  the  problem  of  the  HD  patient.  Is 
there  some  way  that  we  might  take  advantage  of  those  who  have  been 
so  successful  and  try  to  get  from  the  top  promotion  of  some  or  all 
of  this  information  and  pass  it  on  to  some  of  the  others  that  are 
not  doing  as  well?  Is  there  some  mechanism  that  we  might  use? 

You've  done  so  well;  done  some  really  beautiful  things. 

I've  visited  Fort  Lyons  VA  very  recently,  and  the  care  and  the 
sensitivity  was  really  lovely — by  the  nurses,  the  physician,  and 
I've  seen  it  in  some  of  the  others  as  well.  I'm  just  wondering,  is 
there  some  way  that  instead  of  having  to  wait  until  each  VA — I had 
a request,  as  a matter  of  fact,  from  the  Albany  VA,  Dr.  [Kuppen] , 
just  recently:  could  we  go  up  and  do  a sort  of  service  training 

program  for  that  hospital?  I was  wondering  if  we  couldn't  organize 
some  kind  of  team  that  might  take  on  the  responsibility  through  the 
VA  system  itself.  Is  that  a possibility? 

HUBER:  Yes,  it  is  a possibility.  We  try  to  hold  the  educa- 

tional detail  on  a specific  neurological  problem  about  twice  a year. 

We  have  covered  infections  of  the  nervous  system;  we've  covered  multi- 
ple sclerosis,  stroke;  we  probably  have  covered  pain.  For  the  next 
fiscal  year  we  have  no  assignment;  that  is,  we  haven't  combed  down 
on  a specific  thing.  Of  course,  it  depends  on  what  you  mean  by  this. 
We  can  expose  our  neurologist  to  some  of  the  things  that  are  being 
done  at  the  hospitals  that  have  a larger  number  of  patients  and 
have  developed  certain  techniques  for  their  care.  So  we  could 
bring  a group  together.  I don't  know  whether  we  would  get  our  full 
mileage  out  of  the  money  that  we  put  into  it  because  of  the  number 
of  patients  involved.  I'm  just  being  realistic  about  it.  But 
certainly  it  can  be  done  and  undoubtedly  will  be.  But  we  also  have 
ALS  to  consider... 

GUTHRIE:  I was  just  going  to  say.  Dr.  Huber,  I think  I'm 

concerned  not  just  with  the  HD  patient.  I think  that  some  of  the 
good  care  that  we've  seen  is  good  for  anyone  with  a chronic  dis- 
order, and  it  could  be  some  kind  of  a teaching  program  for  all  the 
chronic  neurological  patients. 

Did  you  get  our  recent  survey  on  the  number  of  patients  in  the 
VA  with  HD,  by  the  way?  Do  you  know  that  a second  survey  was  done 
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since  the  time  I came  to  see  you--I  think  it  was  in  '72.  We  just 
repeated  that  survey  again,  and  it  was  sent  out  all  through  the 
VA  system.  Interestingly  enough,  of  the  original  500  that  were  in 
the  VA  as  HD  patients,  165  have  since  died.  But  in  this  count 
there  is  still  another  500;  in  other  words,  it's  still  there.  This 
time  we  were  able  to  document  that  there  were  500  additional  HD 
patients  who  are  being  serviced  as  outpatients  or  have  been  sent  to 
the  nursing  home  facility  or  the  home  for  care  at  this  time.  We're 
talking  about  1,000  already  within  the  VA,  but  that's  just  the  HD. 
That  was  just  done  recently.  I think  it  would  be  very  interesting 
if  we  could  get  some  kind  of  program  that  would  address  itself  to 
any  patient,  not  necessarily  Huntington's,  for  chronic  disease  care. 

HUBER:  I don't.  I think  we  have  to  stick  to  our  special  or 

basic  diseases  that  have  special  problems,  and  we  are  doing  it,  as 
I said.  We  have  taken  stroke,  spinal  cord  injury,  infections  of  the 
nervous  system,  multiple  sclerosis.  w : ’ il  probably  do  pain  this 
year  (that  is,  chronic  pain).  That's  a big,  big  problem.  We  will 
pick  up  these  other  disorders,  but  we  have  the  muscular  groups... 

GUTHRIE:  Don't  they  fit  in? 

HUBER:  No,  because  you've  got  entirely  different  problems. 

You're  going  to  just  lose  your  effort  and  dilute  it.  If  you  say, 
"Couldn't  you  do  it  next  year  in  preference  to  the  year  after?" 
that's  just  a matter  of  tossing  a coin,  because  they're  all  impor- 
tant. I don't  feel  that  we  should  mix  them;  I very  definitely 
don ' t. 

GUTHRIE:  But  they're  mixed  in  the  wards? 

HUBER:  Yes.  It  is  true,  they  are  mixed  in  the  wards.  But  if 

you  want  to  get  a message  across,  you've  got  to  pound  it  home  on  one 
thing.  If  you  start  to  say,  "Well,  neurological  patients  should 
be  given  this  or  that 

N.  WEXLER:  Dr.  Huber,  I think  that  you  raised  two  very  cogent 

points : one  is , on  the  one  hand  there  are  many  HD  patients  who  are 

scattered  throughout  the  VA  system,  and  there  may  be  anywhere  from 
1 to  15  on  any  one  ward.  On  the  other  hand — I don't  know  how  many 
there  are  in  the  Knoxville  unit. . . 

VOICE:  Twenty -one. 
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N.  ^VEXLER:  Twenty-one,  okay.  So  it's  hard  to  have  a center 

for  eight  patients.  On  the  other  hand  you  want  to  keep  the  focus 
on  a specific  disease.  Maybe  there's  some  kind  of  intermediate 
grouping  of  patients  so  that  patients  with  basal  ganglia  disorders 
or  movement  disorders  have  certainly  not  only  common  service  needs, 
but  common  research  interests.  It  might  be  possible  to  get  some 
larger  grouping  than  just  the  HD  population  so  that  we  could  justi- 
fy some  kind  of  comprehensive  center  or  planning  for  those  patients, 
but  not  so  large  as  to  dilute  your  effort,  as  you  say. 

HUBER:  You're  getting  into  another  subject.  I was  asked 

about  improving  the  care  by  having  some  educational  detail;  that's 
one  subject.  Now,  if  we  want  to  go  into  the  matter  of  research 
and  categorization  outlay,  that's  another  subject.  But  I stick  to 
what  I say  about  the  educational  detail . 

GUTHRIE:  Then  let's  move  over  to  Nancy's.  I'm  willing  to 

say,  "VThat  about  the  research?" 

N.  WEXLER:  Tomorrow  the  Commissioners  are  being  presented 

with  a preliminary  plan  for  recommendations  to  the  VA,  which  we 
will  certainly  keep  discussing  back  and  forth.  It's  a compilation 
that  the  staff  has  pulled  together  of  some  of  the  ideas  that  the 
Commission  had  expressed  before  regarding  some  kind  of  a center  in 
the  VA  for  patients  with  movement  disorders — a comprehensive  clinical 
care  center  and  research  center.  I think  we  still  got  a little  of 
this  in  the  letter  of  invitation  that  went  to  your  Administration. 
These  are  just  very  preliminary  recommendations,  but  we'd  like  to 
take  this  opportunity  to  get  some  feedback  on  them. 

HOBSON:  I can  speak  to  that,  I think.  The  idea  of  research 

centers  for  specific  purposes  in  the  VA  has  not  been  universally 
successful;  in  fact,  it  is  being  largely  abandoned  because  it  does 
not  work  well.  You  have  to  understand--and  I don't  want  to  repeat 
information  you  have  already--the  Veterans'  Administration  has  a 
decentralized,  investigator-initiated,  nongrant  research  program; 
in  other  words,  we  do  not  hire  people  to  do  research  on  specific 
topics,  in  the  main.  There  are  a few  people  we  do  bring  aboard 
(usually  Ph.D.'s,  frequently  biochemists)  as  coinvestigators.  But 
our  research  program  exists  for  the  hospital  staff  and  is  used  in 
part  for  the  recruitment  and  retention  of  that  staff.  If  you're 
going  to  hire  a neurologist,  and  you  want  to  tempt  him  to  come  to 
work  for  you,  you  do  not  say,  "You  will  come  to  work  for  us  as  a 
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neurolocjist  taking  care  of  patients,  and  at  the  same  time  you  will 
do  research  on..."  you  say  to  him,  "We  will  offer  you  an  opportunity 
to  do  research  in  the  field  of  your  interest."  You  see,  this 
creates  quite  a different  ambience  from  the  one  that  exists  in  the 
research  institute  on  the  one  hand,  and  in  a grants  program  on  the 
other.  So  centers  present  real  problems  to  us  in  the  setting. 

GUTHRIE:  In  other  words,  if  there  were  somebody  who  really 

had  an  interest,  it  seems  they'd  get  the  cooperation  and  help  of 
the  VA. 

HOBSON:  That's  right.  We  do  support  the  researcher  or  the 

people  who  are  interested  in  the  field.  We  can  do  this  to  the 
limit  of  our  budget,  and  that's,  of  course,  as  far  as  we  can  go. 

On  the  other  hand,  our  researchers  do  compete  successfuly  for  grants 
from  organizations  like  the  National  Institutes  of  Health,  some 
private  foundations,  and  so  forth.  They're  in  a position  to  accept 
money.  There's  a special  law  that  allows  us  to  accept  it  directly 
from  the  National  Institutes  of  Health,  for  example.  In  addition  to 
our  own  budgetary  support,  we  do  get  support  from  outside  for  re- 
search that  is  of  interest  to  those  groups. 

STELLAR:  What's  the  magnitude  of  research  support  in  neurology 

directly  from  the  VA;  that  is,  your  own  purchase  of  services  or 
equipment  in  support  of  specific  projects... 

HOBSON:  Within  the  VA? 

STELLAR:  Yes,  by  your  own  neurologists,  for  example. 

HOBSON:  Unfortunately,  I don't  have  it  for  neurology.  Do  you 

happen  to  know  what  it  runs? 

HUBER:  No,  I don't. 

HOBSON:  It's  sort  of  an  artificial  distribution,  anyway,  when 

we  do  this,  because  it's  judgmental. 

STELLAR:  Yes.  It  depends  on  the  investigator,  and  one  hospital 

may  have  none  and  another  may  have. . . 
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HOBSON:  More  than  that.  If  they're  going  to  work  on  GABA, 
for  instance,  you  can  consider  it  related  to  neurology,  or  you  can 
consider  it  related  to  biochemistry.  I didn't  even  ask  for  the 
distribution  into  the  neurological  area. 

STELLAR:  I don't  mean  to  ask  you  things  you're  not  prepared 

to  answer,  anyway,  but  I'm  just  trying  to  get  an  idea.  Suppose  one 
of  your  neurologists  in  one  of  the  VA  hospitals  decides  that  he 
wants  to  do  some  laboratory  research  (perhaps  it  might  be  on 
Huntington's  disease  or  a related  disorder  in  an  animal  model),  and 
he  would  need  money,  let  us  say,  to  purchase  the  anim.als;  he'd  need 
technical  help,  some  equipment,  supplies.  Is  there  a mechanism  for 
him  to  apply  directly  to  the  VA--not  to  NIH  or  to  private  industry... 

HOBSON:  It's  a decentralized  program.  He  would  apply  to  his 

own  hospital  initially. 

STELLAR:  Do  they  have  funds  allocated  yearly  for  that 

purpose — that  is,  for  research — when  they  then  divide  up  among  the 
different  services?  Do  you  have  any  idea,  for  example,  of  what 
sort  of  a budget  the  VA  hospital  in  Kingsbridge,  in  the  Bronx, 
would  have,  or  in  East  Orange... 

HUBER:  The  Bronx  has  about  $1.5  million  a year. 

STELLAR:  That's  all  for  research... 

HOBSON:  That's  the  research  there.  We  have  a peculiar 

system,  too.  The  money  that  we  put  into  things  we  do  not  prorate; 
we  have  no  cost  accounting,  but  just  prorate  things  like  the  utili- 
ties, the  housing  expenses.  The  physicians  who  do  research  in  the 
VA  do  not  have  their  salaries  prorated  against  the  research  cost. 

So  what  you're  talking  about  is  really  almost  what  would  be  the 
equivalent  of  out-of-pocket  expense. 

STELLAR:  That  million  and  a half  would  be  for  animals,  supplies, 

and  that  kind  of  thing? 

HOBSON:  And  for  the  salaries  and  the  Ph.D.'s. 

STELLAR:  Well,  some  of  your  personnel  salaries  would  come  out 

of  that. 
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HOBSON:  Chiefly,  the  Ph.D.'s,  or  it  might  handle  the  tech- 

nicians, but  the  clinicians  doing  research  would  not  be  salaried. 

STELLAR:  Actually,  this  represents  a much  larger  outlay,  be- 

cause you're  not  counting  overhead,  which  in  large  institutions  can 
run  50  to  100  percent. 

HOBSON:  That's  right.  That's  exactly  right.  So  our  problem 

is  really  bigger  than  it  looks  when  you  talk  dollars. 

STELLAR:  What  about,  for  example,  a place  like  the  VA  hospital 

in  East  Orange?  Is  that  comparable  to — Kingsbridge  has  always  been 
a very  active  place.  Is  that  the  largest,  or  one  of  the  largest? 

HOBSON:  One  of  the  largest,  yes.  East  Orange  is  not  so 

large,  but  East  Orange  is — $100,000  a year. 

STELLAR:  All  in  all,  over  the  whole  VA  it's  quite  a large 

budget  going  for  research. 

HOBSON:  Our  total  research  budget  is  around  $100  million. 

Now,  that  covers  not  only  so-called  biomedical  research,  but  it 
covers  rehabilitative  engineering  research  and  development  on  the 
one  hand,  and  health  services  research  and  development  on  the  other. 
We  have  the  three  components  to  our  research  program. 

GUTHRIE:  I just  want  to  follow  through,  because  I asked  about 

the  services  to  the  families  again,  or  the  patient.  One  of  our 
problems  is  that  we  have  a patient  in  the  VA  who  is  a member  of  a 
family,  and  maybe  he's  getting  the  good  care  in  the  good  places, 
and  we're  pleased  with  that.  Is  there  any  opportunity  for  that 
patient's  family  to  get  some  kind  of  genetic  counseling  or  services 
in  connection  with  the  parent  who's  in  the  VA  system?  Is  there 
any  provision  for  that  at  all? 

HUBER:  That's  done  locally.  It's  the  responsibility  of  the 

neurologist  at  the  local  level,  or  the  physician  who's  taking  care 
of  him,  to  handle  that.  I often  tell  them,  if  I'm  asked,  that  they 
should  contact  your  group,  and  I refer  them  to  John  Whittier,  and 
things  of  that  sort.  I'll  admit  that  if  we  have  a neurologist  who's 
especially  interested  in  muscle  disease  and  he's  taking  care  of  a 
patient,  the  nursing  care  will  be  good,  and  the  medical  care  will  be 
good,  as  far  as  there  is  medical  care  available.  But  perhaps  for 
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the  counseling  we'd  have  to  refer  them  to  someone  who  is  dealing 
with  it  all  the  time.  We  try  to  work  that  into  everybody's  head — 
it  will  not  go  well--but  they're  of  your  organization.  NIH  is  aware 
of  it.  On  several  occasions  I personally  have  referred  people  to 
your  organization,  knowing  the  overall  problem,  to  get  advice — or 
the  patient  is  at  Lyons,  New  Jersey,  Denver,  or  where  have  you. 

APTEKAR:  So  the  hospitals  don't  have,  let's  say,  a social 

service  department  within  them? 

HUBER:  Yes.  They  have  an  excellent  social  service  department. 

APTEKAR:  Doesn't  that  social  service  department  work  with 

families? 

HUBER:  Yes,  they  do.  But  I was  asked  about  the  medical  aspect 

of  it,  what  the  doctor  does. 

HOBSON:  You  must  remember,  too,  that  there  are  legislative 

limits  on  the  capacity  of  the  Veterans'  Administration  to  get  out 
of  the  care  of  the  veteran  himself. 

N.  WEXLER:  Of  course,  it  would  really  be  the  veteran's 

children . . . 

GUTHRIE:  It  would  be  the  immediate  family.  Because  of 

Huntington's,  of  course,  you  know  what  the  problem  for  the  child 
is.  So  we're  trying  to... 

HOBSON:  I don't  mean  to  appear  heartless — and  we  actually  go 

as  far  as  we  possibly  can  without  tangling  with  the  law — but  we  are 
not  empowered  to  deliver  medical  care  either  to  the  wife  or  to  the 
children.  If  you  want  to  take  a strict  construction  of  the  law,  I 
suppose  one  could  argue  that  we  are  not  even  allowed  to  counsel 
them,  which  in  a sense  is  giving  medical  advice,  but  we  don't  take 
that  line.  You  have  to  be  a little  careful  and  a little  sympathetic 
with  our  position:  We  cannot  go  too  far  beyond  the  line  without 

getting  into  trouble  with  the  law. 

GUTHRIE:  The  reason  I wanted  to  ask  the  question  is  because  I 

feel  you  have  done  so  well.  My  feeling  is  that  we're  in  a position 
as  members  of  this  Commission  to  maybe  try  to  make  some  changes 
that  might  be  beneficial  to  all  concerned  and  possibly  extend  your 
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mandate,  if  it  pertains  specifically.  If  we  could  say  that  the 
service  is  needed  and  there  is  no  CCHD  nearby,  we  would  like  to 
feci  that  there  was  perhaps  some  authority  or  mandate  to  provide 
that  kind  of  service,  because  it  certainly  is  going  to  improve 
that  patient.  He's  going  to  live  better  as  a parent  if  he  knows 
that  his  family's  getting  good  care  or  provisions  for  counseling 
that  he  may  want.  That's  why  I wanted  to  have  it  on  the  record 
that  you  don't  provide  it.  I'm  glad  you  do  refer  them  to  us  until 
we  can  find  a way  to  provide  it  where  it's  needed. 

N.  WLXLER:  Dr.  Hobson,  I wonder  if  I could  pursue  a question 

with  you  that  goes  back  to  research,  because  I'm  very  much  in  sym- 
pathy with  investigator-initiated  projects.  I agree  with  you  en- 
tirely that  you  can't  take  a creative  investigator  and  say,  "Study 
this."  The  only  thing  I'm  kind  of  confused  about,  then,  are  your 
stroke  centers,  your  new  aging  center  in  Seattle.  Aren't  they 
doing  research? 

HOBSON:  They  do  some  research,  but  they  are  not  primarily 

research  centers,  most  of  them.  I was  speaking  of  research  centers, 
as  such.  When  a center,  such  as  the  GRECCC,  so  called  (the  Geriatric 
Research  Education  and  Clinical  Care  Center)  is  created,  the  re- 
search is  built  into  it,  but  it's  built  into  it  essentially  on  the 
same  basis  that  our  other  clinical  care  and  research  are  inter- 
related; namely,  that  if  the  physician  who  is  in  that  unit  is 
interested  in  doing  research  on  a problem  that  has  to  do  with 
aging,  he's  encouraged  to  do  so,  because  aging  is  one  of  the  high 
priority  areas  that  we  have  designated.  On  the  other  hand,  we  do 
not  order  him  to  do  research  in  a particular  area  of  aging. 

N.  WEXLER;  I see.  That's  exactly  the  kind  of  recommendation 
that  the  Commission  was  considering  making  regarding  this  generally 
larger  group  of  patients... 

HOBSON:  But  then  you're  considering  creating  a clinical  care 

center  with  a research  component.  Is  that... 

N.  WEXLER:  I think  we  called  it  a comprehensive  clinical  care 

and  research  center.  But  it  would  be  research  also  on  the  delivery 
of  clinical  care  and  evaluation  of  a variety  of  different  types  of 
clinical  care  which  are  available.  Really,  the  VA  has  the  most  ex- 
tensive array  of  various  therapies  of  any  other  organization.  It's 
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very  difficult  in  any  other  kinds  of  institutions  to  find  that  kind 
of  array  of  services,  but  no  one  has  really  evaluated  their  effi- 
cacy with  these  patients,  and  this  seems  to  provide  an  excellent 
opportunity . 

HOBSON:  I think,  then,  you  have  to  come  to  the  question  of  the 

creation  of  clinical  care  centers  for  these  patients — and  that's 
really  Dr.  Huber's  area — and  I think  that's  central  to  the  issue 
here . 


N.  WEXLER:  Am  I hearing  you  correctly?  If  we  were  to  add, 

however,  an  ongoing  evaluation  component  (which,  I guess,  I would 
call  in  some  respects  research) , you  could  set  it  up. . . 

HOBSON:  Evaluation  we  don't  consider  research.  Evaluation  of 

an  ongoing  program  would  not  be  considered  in  our  research  areas. 

N.  WEXLER:  I have  another  problem,  and  I almost  don't  know 
how  to  express  it.  All  day  long  we  have  been  talking  about  how 
various  populations  and  patients  fall  between  the  cracks.  Now  I'm 
confronted  with  an  earthquake  chasm,  because  on  the  one  side  there 
is  probably  the  best  organization  for  the  care  of  Huntington's 
patients  that  exists  in  the  United  States  (the  best  facilities,  the 
largest  population,  probably  the  best  clinical  records,  the  best 
observation,  et  cetera).  On  the  other  side,  I'm  terribly  sympa- 
thetic to  the  notion  that  you  can't  dictate  to  your  people  what 
research  they  shall  do.  On  the  outside  (at  Harvard  or  Princeton, 
or  wherever) , all  kinds  of  research  is  dying  to  get  at  those  popula- 
tions, at  those  data,  et  cetera.  V7hat  can  we  do  to  bring  those 
things  together? 

HOBSON:  Let  me  say  that  the  data  that  we  have  are  not  close 

to  the  outside  groups,  except  that  we  have  to  contend  with  the 
Privacy  Act.  I'm  not  going  to  ask  you  to  get  that  repealed,  al- 
though some  people  would  favor  that  [laughter] . In  some  respects 
that  would  be  the  biggest  help  to  research  of  this  type  that  we 
could  get.  But  the  fact  remains  that  it  does  get  in  the  way.  V!e 
do  make  those  services  available.  Generally,  we  do  that  through 
the  followup  agency,  the  National  Academy  of  Science  and  National 
Research  Council.  I know  you've  talked  to  Dr.  Gilbert  [Beebe],  and 
they  do  a great  deal  of  investigation  with  our  data  on  behalf  of 
other  people  as  well  as  on  behalf  of  us. 
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Wc  do  make  our  facilities  available  for  investigators  from 
outside  the  VA.  This  is  done  through  the  affiliated  medical  school 
and  some  130  of  our  hospitals  are  affiliated  with  medical  schools. 

(I  think  it's  more  than  that  now.)  The  faculty  members  of  that 
hospital  do  have  access  to  our  patients  and  to  our  information  for 
research  purposes.  This  is  done  through  a coinvestigator  arrange- 
ment; that  is,  one  of  our  own  staff  is  the  principal  investigator 
on  a project,  but  the  university  faculty  member  can  become  a co- 
investigator. Our  patients  and  our  facilities  are  accessible  to 
the  outside  world.  We  don't  live  within  a v/alled  compound. 

M.  WEXLER:  But  it  would  still  be  maybe  Boston.  I don't  know 

.how  many  people  are  doing  HD  research  in  that  area.  If  you  want  to 
do  a really  good  drug  evaluation  study,  you  can't  do  it  with  just 
10  patients,  so  that  even  though  there  might  be  that  kind  of  commun 
ication,  the  patients  are  not  really  concentrated  in  such  a way  to 
make  it  really  useful  for  investigators. 

HOBSON:  I've  done  drug  research  for  most  of  my  adult  life... 

N.  WEXLER:  I haven't,  so  I'm  just  taking  numbers  totally  at 

random. . . 

HOBSON:  ...and  I would  much  rather  study  10  patients  ini- 

tially than  to  try  to  study  1,000.  The  drug  research  is  done  on  a 
very  small  number  of  patients  initially.  It's  only  when  you  have 
established  not  only  the  safety  and  the  efficacy  of  the  drug,  but 
the  dosage  itself,  that  you  move  into  larger  numbers  of  patients. 
That's  the  point  at  which  we  use  the  cooperative  clinical  trials. 
Until  we  come  to  that  point  where  it  can  be  put  into  clinical  use 
(that  is,  used  as  a drug  for  patients),  generally  speaking,  the 
cooperative  trial  does  not  work. 

N.  WEXLER;  If  you  were  sitting  in  our  shoes--and  I think  you 
know  what  some  of  our  concerns  are — any  value  of  a clinical  care 
center  for  patients... 

HUBER:  The  problem.  Dr.  Wexler,  with  anything  of  this  sort  is 

the  fact  that  if  you're  going  to  concentrate  patients,  you're  going 
to  take  them  away  from  their  families,  because  they  do  live  all 
over  the  country.  You  have  a few  places  where  there  seems  to  be  a 
greater  number  of  people  living  who  have  Huntington's  disease  (as 
I mentioned  one  day,  the  Minnesota  area,  perhaps  the  Iowa  area). 
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If  we're  going  to  try  to  move  patients  to  get  them  all  together,  I 
think  it  would  be  unwise  until  such  time  as  we  have  something  very 
specific  to  do — we  only  have  one  or  two  patients  here,  and  one  or 
two  patients  there — then  we  would  offer  the  family  the  possibility 
that  might  be  of  some  value  and  then  try  to  concentrate  a dozen  or 
two  dozen  patients  at  a hospital  centrally  located  to  where  they 
live.  But  to  have  one  center  without  enough  patients  in  that  area — 
Knoxville,  Iowa,  is  a very  good  hospital,  but  it's  one  heck  of  a job 
to  get  neurologists  to  go  up  there.  In  fact,  we've  had  to  send 
Dr.  [Rov/les]  , our  distinguished  physician  in  neurology,  up  there 
for  a few  days--that  type  of  thing.  To  get  a neurologist  to  work 
there  all  the  time  would  be  very  difficult. 

N.  V7EXLER:  The  GRECC  centers,  the  stroke  centers,  the  epil- 

epsy centers,  they  all  have  patients  who  would  just  be  there 
locally? 

HUBER:  We  have  at  the  present  time  seven  epilepsy  centers. 

We  have  one  at  West  Haven,  and  that  covers  Massachusetts,  New 
Hampshire,  Vermont,  and  the  New  York  area.  In  other  words,  it's 
not  entirely  impossible  to  get  to  West  Haven  from  Boston,  or  New 
York,  or  New  Jersey.  Also,  we  only  keep  them  up  to  24  days — and 
hardly  that.  I think  the  average  length  of  stay  initially  is  about 
11  to  14  days.  But  if  you're  going  to  move  a person  with  Hunting- 
ton's disease,  our  average  length  of  stay  at  the  present  time  for 
these  patients  (over  the  past  5 years)  is  251  days.  That  makes  it 
quite  a problem  for  the  family.  It's  one  thing  if  the  member  of 
the  family  who  is  ill  is  going  to  be  someplace  a little  ways  off, 
a couple  hundred  miles,  for  10,  11,  12  days.  They  can  go  see  him 
once  on  a Saturday  or  Sunday  and  then  wait  until  he's  discharged. 

But  if  he's  going  to  be  there  251  days,  you're  going  to  break  up 
the  family.  It  causes  hardships. 

As  to  the  epilepsy  centers,  we  have  one  at  West  Haven;  one  at 
Durham,  North  Carolina;  one  at  Minneapolis;  one  at  Madison, 

Wisconsin  (which  we'll  probably  close  because  the  load  is  not  great 
enough  to  warrant  continuing  it);  one  at  Omaha;  one  at  Seattle;  and 
we  have  one  at  Dallas.  That  covers  the  country  as  far  as  need  is 
concerned.  But,  again,  it's  a relatively  short  period  of  time.  We 
do  send  a patient,  if  they  have  a real  problem,  for  diagnosis.  I 
look  at  this  as  a different  problem  entirely,  and  until  such  time 
as  we  have  something  really  specific  to  offer,  I feel  that  we  should 


6-134 


Washington,  D.C. 


May  20-21,  1977 


continue  to  encourage  those  places  that  are  doing  a very  good  job 
to  continue  to  do  it. 

I feel  in  all  probability,  if  there's  going  to  be  any  break- 
through--some  of  the  work  that's  being  done  in  neurochemistry  and 
neuropharmacology  at  Sepulveda,  California,  may  well  come  through. 
But  we're  not  restricting  them  to  Huntington's  disease,  and  they 
have  a lot  of  leeway  in  the  study  of  the  nervous  system.  They  are 
especially  interested  in  Parkinson's  disease  and  the  allied  dis- 
orders. There's  no  way  of  my  knowing,  except  for  the  location  of 
some  of  the  lesions,  that  Huntington's  disease  has  really  any  rela- 
tionship whatsoever.  It  well  may,  but  Parkinson's  disease  is  made 
somewhat  better  with  L-dopa;  a Huntington's  disease  patient  is  made 
worse  with  L-dopa.  It  may  be  the  same  ball  game,  but  they  sure  are 
at  different  ends  of  the  field. 

I go  along  very  much  with  what  Mrs.  Guthrie  suggested,  to  try 
to  encourage  and  to  get  a group  together  sometime.  We  have  these 
educational  details,  as  I said  before,  twice  a year,  and  they 
usually  run  for  2 days.  We  locate  them  in  a hospital  where  they're 
doing  exceptionally  good  work  and  bring  in  some  outside  people  to 
instruct  at  a high  level  and  give  them  continuing  education  credit, 
because  today  you  don't  do  anything  unless  you  get  continuing  educa- 
tion credit  to  keep  up  with  the  state  licensing  problems.  We  have 
been  able  to  do  that,  and  we  do  have  the  educational  centers  that 
do  the  housekeeping  job  for  us.  So  that's  fine,  and  that  we  can  do. 

But  to  concentrate  a large  group  of  patients  with  Huntington's 
disease  until  such  time  as  someone  comes  through  and  says,  "I  think 
I have  something,"  I v;ould  like  to  see  more.  We  can  transfer  them 
anytime,  but  the  family  has  to  agree,  and  the  patient  has  to  agree. 
It's  not  a matter  of  money  for  transfer;  it's  a matter  of  what  are 
you  going  to  do  when  you  get  them  there?  We'll  be  glad  to  try  to 
upgrade  the  care  anyplace  where  the  knowledge  isn't  quite  as  good 
as  it  is  at  other  places  by  bringing  them  together  and  letting  them 
talk  it  over.  This  works  well. 

N.  WEXLER;  Are  there  any  requirements  now  that  a patient  has 
to  go  to  the  VA  in  the  state  where  they  reside? 

HUBER;  Theoretically,  if  a patient  is  driving  through  Ohio  and 
gets  sick  and  happens  to  go  to  Knoxville,  that's  fine.  But  if  he 
wants  us  to  transport  him  without  a reason  to  Knoxville  (that  is. 
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supposing  he's  in  New  York,  and  he's  heard  the  care  in  Knoxville  is 
exceptionally  good),  we're  kind  of  hard  put  to  justify  our  paying  to 
transfer  him  there.  Usually,  the  families  complain  and  they  want 
to  be  transported,  too,  and  then  we  have  to  find  a place  for  them. 
It’s  not  an  easy  situation.  I think  we'd  do  better  to  improve  any 
care  that  isn't  entirely  satisfactory. 

Remember,  most  of  these  patients  initially  go  into  the 
neurological  centers.  In  New  York  you've  got  East  Orange,  Bronx, 
Manhattan,  Brooklyn,  and  Lyons,  New  Jersey,  so  that's  one  area. 

Some  of  the  areas  are  pretty  sparse.  If  you  go  from  Mile  City, 
Montana,  to  Cheyenne  and  down  to  Denver,  you've  gone  a long  way. 

We  usually  transport  those  patients  by  plane.  If  they're  very  sick, 
we  usually  use  the  National  Guard.  We  sometimes  will  send  a physi- 
cian up  with  an  air  ambulance  from  the  National  Guard  to  bring  a 
patient  in.  Other  patients  are  transported  like  cargo,  by  the  pound, 
and  by  car  by  the  families,  and  it's  so  much  a mile.  They  get  re- 
imbursed if  they  call  in  first.  Well,  that's  bureaucracy.  You  have 
to  do  it  first.  You  can't  get  up  there  and  say,  "I  just  drove  500 
miles,  and  I want  so  much  a mile."  If  the  doctor  in  the  town  calls 
up  and  they  say,  "Send  him  in,"  then  there's  no  problem.  I don't 
think  we're  entirely  unreasonable. 

N.  WEXLER:  If  a patient  in  Alaska  without  a family  wants  to 

go  to  a VA  where  there's  familiarity  with  HD,  that  would  be  theo- 
retically possible? 

HUBER:  If  a patient  is  ill  and  comes  through  the  door,  we 

can't  turn  him  away.  If  a patient  with  any  illness  comes  into 
Knoxville,  Iowa,  and  requires  hospital  care,  he's  admitted.  I'm 
not  going  to  get  caught  on  that  one. 

N.  WEXLER:  Dr.  Huber,  I have  to  remind  you,  unfortunately — and 

I know  it's  not  to  your  personal  or  your  department's  fault — but  do 
you  know — I hate  to  tell  you — that  we  are  hearing  about  patients 
with  Huntington's  disease  who  are  turned  away  from  the  VA?  It  is 
a problem  in  some  places . 

STELLAR:  They  may  not  require  hospitalization. 

GUTHRIE:  Well,  let's  put  it  this  way.  They  may  not  require 

hospitalization — you  may  be  correct — but  they  require  something. 
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and  they ' re  not  getting  anything  even  though  they  are  in  the  VA 
system--or  should  be.  It's  sad  to  report. 

HUBER:  I'm  not  entirely  unaware  that  this  can  happen,  because 

every  once  in  a while  I have  to  investigate  things  of  this  sort. 

But  the  question  is  does  the  patient  require  hospitalization,  or 
can  he  be  treated  on  an  ambulatory  basis?  We've  liberalized  our 
ambulatory  basis  requirements  so  that  more  patients  can  be  covered 
that  way. 

GUTHRIE:  What  relationship  do  you  have  with  the  so-called 

nursing  homes  as  part  of  the  VA? 

HUBER:  If  a patient  is  in  the  hospital,  and  he's  reached  maxi 
mum  hospital  benefits  for  acute  hospital  care  but  is  not  well 
enough  to  go  home,  we  will  pay  for  nursing  care  at  a certain  rate — 
I mention  that  because  that's  a problem,  too — for  a period  of  6 
months,  when  he  or  she  must  be  reevaluated. 

GUTHRIE:  Don't  you  have  within  the  VA  system  your  own 

nursing  home? 

HUBER:  In  some  of  our  hospitals  we're  gradually  putting  them 

in.  There's  one  at  Wilmington,  for  example,  and  almost  every 
hospital  is  gradually  putting  in  nursing  home  beds,  but  we  still 
don't  have  enough.  Sometimes  our  ability  to  pay--and  I'm  not  sure 
how  much  it  is  right  now — will  not  always  get  them  into  a nursing 
home.  This  is  especially  true  with  neurological  problems  which 
oftentimes  are  difficult  nursing  problems.  It  is  one  thing  to  have 
a patient  that  needs  a digitalis  pill  and  is  a little  short  of 
breath,  but  it's  another  thing  to  have  someone  get  bladder  problems 
and  so  forth. 

GUTHRIE:  Of  course,  in  the  long  run,  though,  if  we  could  move 

those  where  you  have  a good  nursing  home,  if  you  could  do  it,  you 
would  save  money  in  that  sense,  wouldn't  you? 

HUBER:  We  know  that,  and  we  could  save  money.  The  point  is 

we  don't  have  enough  nursing  home  beds  at  the  present  time,  either 
of  our  own  or  available  to  us  under  contract. 

GUTHRIE ; That  might  be  a recommendation  we  might  like  to  make 
for  you. 
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HUBER:  How  many  patients  with  Huntington's  disease  are  at  a 

stage  where  they  do  not  require  hospitalization  on  an  acute  hospital 
ward,  but  require  nursing  home  care... 

GUTHRIE:  In  the  last  analysis,  I think,  if  I recall  correctly, 

there  was  something  like  200,  and  some  were  in  a nursing  home.  May- 
be more  would  be  able  to  go,  instead  of  having  to  go  into  the  insti- 
tution, if  we  had  the  beds  available. 

HUBER:  That  would  be  something  to  take  up  with  the  nursing 

home  people,  because  sometimes  the  patients  with  Huntington's 
disease  have  movements  which  break  dishes  and  things.  Of  course, 
they  can't  help  it.  Sometimes  the  nursing  home  operators  might 
conceivably — I say,  "might  conceivably" — I haven't  facts  on  this-- 
reject  them.  This  is  a problem. 

GUTHRIE:  I hope  that  we  will  have  some  breakthrough  at  some 

point  in  treatment.  There  is  a lot  of  research  that  is  going  on 
that  will  minimize  some  of  the  involuntary  movement,  and  that  does 
seem  to  alleviate  even  some  of  the  mental  depression.  Perhaps  at 
some  not  too  far  distant  future  date  we  might  be  able  to  offer  you 
treatment  for  those  patients  that's  better. 

HUBER:  If  we  have  a treatment  even  for  trial  that  has  a 

reasonable  chance  for  success,  we  can  give  a quick  review  and  a 
capsule  evaluation  in  relatively  short  order,  because  we  have  the 
numbers  in  the  system  that  can  be  used,  and  we  can  do  it  on  a 
clinical  trial  without  getting  involved  in  research,  or  we  can  get 
into  research. 

M.  WEXLER:  Could  I bring  that  down  to  a practical  level?  Dr. 

Tom  Perry,  up  at  British  Columbia,  has  had  some  remarkable  results 
with  just  a few  patients  with  isoniazid.  if  we  were  to  be  inter- 
ested in  pursuing  that — because  he  has  a very  limited  population — 
with  a trial  on  a much  larger  scale,  how  would  we  go  about  it? 

HUBER:  I would  say  contact  with  the  chief  of  staff  at  Knox- 

ville, where  we  do  have  a large  group  and  a very  interested  chief 
of  staff.  But  now  I defer  to  the  Research  Service. 

HOBSON:  We  follow  the  Food  and  Drug  Administration  restric- 

tions and  regulations  just  as  any  other  hospital  does.  I don't  want 
to  go  into  the  details  of  how  they  operate,  but  just  remember,  we're 
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bound  with  the  same  restrictions  as  anyone  else  would  be.  The 
standard  way  in  which  this  would  be  undertaken  would  be  in  obser- 
vation of  a limited  group  of  patients,  probably  at  a place  like 
Knoxville.  If  those  results  were  really  promising,  and  results 
from  outside  were  promising  also,  the  chances  are  very  good  that 
the  man  who  conducted  those  studies  would  propose  a cooperative 
clinical  trial.  The  cooperative  clinical  trial  is  administered 
centrally  simply  because  it  involves  a great  many  hospitals,  but  it 
arises  from  the  field  in  90  percent  of  the  instances.  He  would, 
in  all  probability — and  this  is  what  we'd  advise  him  to  do — contact 
a number  of  other  neurologists  who  are  interested  in  this  area  and 
had  some  patient,  and  propose  that  two  or  three  of  them  get  to- 
gether and  submit  a preliminary  proposal. 

This  is  all  within  the  VA  system  itself.  At  times,  this  has 
been  set  up  as  a joint  venture  with  non-VA  facilities;  where  that's 
true,  the  committee  would  include  non-VA  people.  They  come  in  with 
a tentative  proposal  that  they  formulate  a protocol.  Clinical 
controls  trials  cost  a good  many  hundreds  of  thousands  of  dollars 
apiece,  and  we're  willing  to  spend  a fairly  heavy  amount  of  money 
to  plan  the  protocol  properly,  because  without  the  proper  protocol, 
the  things  always  fail  anyhow.  The  committee  is  assigned  a statis- 
tician from  within  our  organization  who  works  with  them  to  design 
the  protocol --they ' re  given  a certain  amount  of  money  to  do  that — 
and  the  protocol  is  then  submitted  to  a clinical  cooperative  study 
evaluation  group  which  says  that  it's  not  really  an  evaluation 
only  of  ongoing  work,  it's  the  evaluation  of  work  that  has  been 
proposed.  They,  then,  decide  that  it  is  or  it  is  not  worth  funding 
and  make  the  money  available  for  the  clinical  trial. 

We  have  a number  of  centers  (three  centers,  as  a matter  of 
fact)  which  are  statistical  units,  and  the  clinical  trial  is 
actually  operated  from  there.  Our  Human  Studies  Committee  is  at 
that  center  and  has  access  to  all  of  the  data  decoded,  so  that 
they're  very  well  aware  of  any  kind  of  inadvertency  (some  kind  of  a 
toxicity  or  inadvertent  effect)  that  makes  it  dangerous  to  proceed. 
That,  basically,  is  the  format  for  the  clinical  trial.  Because  it's 
being  operated  in  a number  of  different  places,  you  have  to  have 
enough  information  so  that  you  can  say  you  will  follow  this  proto- 
col and  you  will  not  endanger  your  patients  by  so  doing.  That  means 
you  have  to  know  a considerable  amount  about  the  drug  in  that 
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particular  situation  before  you're  ready  to  start  the  clinical 
trial.  That's  why  you  go  to  a small  group  of  patients  first. 

N.  WEXLER:  Would  this  same  kind  of  protocol  be  true  if  you 

wanted  to  have  a rather  large  screening  program?  Dr.  Barbeau  and 
a number  of  colleagues  in  Canada  just  completed  a rather  large 
screening  program  on  ataxia  and  had  patients  in  several  different 
hospitals  and  the  cooperation  of  a number  of  different  labs  that 
were  running  different  assays.  There's  some  talk  about  this  being 
done  also  with  ALS  patients,  Huntington's  patients,  and  torsion 
dystonia  patients.  Some  of  the  groups  here  have  discussed  that. 

HUBER:  We  really  wouldn't  put  that  in  a cooperative  trial 
arrangement,  because  all  you're  going  to  do  is  test  the  individual; 
you're  not  going  to  do  anything  to  him  beyond  that. 

N.  WEXLER:  It's  not  a trial,  but  it  does  require  the  cooper- 

ative efforts  of  a number  of  different... 

HOBSON:  That  we  ordinarily  do  in  the  sense  that  someone  from 

the  field  gets  interested  in  it,  and  he  interests  a number  of  his 
colleagues  who  will  help  him,  who  will  tell  him  who's  interested 
in  it.  In  this  instance  we'd  turn  to  Warren  and  say,  "Who  would 
you  suggest  they  contact?"  That's  done  on  a much  less  formal 
basis,  unless  there's  a great  deal  of  money  involved.  If  we're 
going  to  put  CAT  scanners  in  every  hospital,  we're  going  to  look 
at  it  very  hard.  But  it's  a simple  test,  and  it  wouldn't  be  so 
complicated  to  set  up. 

GUTHRIE:  Are  there  any  other  questions? 

M.  WEXLER:  Just  one,  and  it's  along  the  lines  of  the  question 

for  workshops,  but  not  in  terms  of  patient  care.  I'm  associated 
with  a foundation  which  has  run  a long  series  of  workshop  programs 
(interdisciplinary) , and  the  main  purposes  are  to  develop  testable 
hypotheses,  and  to  recruit  scientists,  and  so  forth.  These  are 
very  small  workshop  programs;  I mean  in  the  sense  that  we  have  some 
resource  people,  neurologists,  et  cetera,  to  take  basic  scientists 
and  acquaint  them  with  the  nature  of  the  disease  itself.  Then 
there  is  a very  free-form  interchange  of  speculation  (2-day  programs) , 
and  out  of  that  we  then  publish  the  results  of  the  discussion  and 
disseminate  that  to  all  research  scientists  who  have  expressed  any 
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interest  in  Huntington's  disease.  Is  there  a possibility  for  the  VA 
to  support  small  workshop  programs  of  that  type? 

llOHSON:  Generally  speaking,  our  staff  participates  in  those 

set  up  by  other  organizations  outside.  On  occasion,  we  have  spon- 
sored conferences--some  of  them  workshops — of  the  type  you're  talk- 
inn  about,  I believe.  We  don't  do  this  too  often,  in  part  because 
of  the  cost.  We  try  not  to  be  so  inbred  that  we  have  a workshop 
that's  just  VA  people  talking  to  VA  people.  That  is  not  favored  in 
our  organization.  We'd  rather  work  in  the  academic  and  research 
community  outside  the  VA  rather  than  confine  our  interests  within 
ourselves . 

GUTHRIE:  If  there  are  no  other  questions,  then,  I thank  you 

very  much  for  coming  and  sharing.  What  we  can  do  together,  we 
don't  know  yet.  Dr.  Huber  I expect  to  come  back  with  treatment. 

HUBER:  Any  day.  I'll  see  that  it's  tried. 

GUTHRIE:  Members  of  the  Commission,  there  was  supposed  to  be 

a break  at  4:30,  but  we  do  have  another  witness  here,  William  Bean 
from  the  Office  of  Human  Development.  Thank  you,  William  Bean,  for 
coming  and  joining  us  this  afternoon.  As  you  can  see,  we're 
trying  to  learn  from  each  other  what  does  exist  and  what  we  can  do 
together  to  perhaps  help  those  who  are  in  your  position  and  those 
who  are  sitting  on  this  side  of  the  table. 

TESTIMONY  OF 
WILLIA!4  J.  BEAN,  PII.D. 

DIRECTOR 

OFFICE  FOR  HANDICAPPED  INDIVIDUALS 
OFFICE  OF  HUMAN  DEVELOPMENT,  DREW 

BEAN:  Thank  you  very  much.  I'm  William  J.  Bean,  currently 

Director,  office  for  Handicapped  Individuals.  Mrs.  Martinez,  the 
Assistant  Secretary,  very  much  wanted  to  be  here  and  couldn't,  and 
she  asked  me  to  sit  in.  The  kind  of  thing  that  you're  doing 
(getting  together  and  examining  problems,  examining  the  system, 
evaluating  it,  relating  it  to  us,  and  giving  us  the  opportunity 
to  relate  to  you),  I think  this  is  very  much  one  of  Mrs.  Martinez' 
first  priorities.  It  is  with  regret  that  she  couldn't  be  here 
today.  I have  the  statement  that  she  would  have  delivered,  had 
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she  come.  I think  I'll  read  from  it  (and  then,  not  rigidly,  because 
I'd  leave  it  behind  and  sort  of  highlight  things)  and  then  see  if  I 
can  answer  some  questions;  those  that  I can't  answer,  I would  be 
quite  happy  to  prepare  responses  for  the  record.  So  I'll  just 
proceed . 

"I  guess  I will  talk  today  about  the  dimensions  of  the  present 
program  which  can  relate  to  Huntington's  disease  and  how.  But  I will 
also  comment  on  some  of  the  trends  in  the  Department  which  I think 
will,  as  they're  implemented,  allow  the  programs  in  place  in  the 
states  and  communities  to  be  more  responsive  to  those  with  the 
greatest  needs  and  families  of  those  with  the  greatest  needs.  I 
think  we  have  to  say  as  we  start  that  no  person  can  be  eligible 
for  services  under  any  program  within  the  Office  of  Human  Development 
solely  because  they  have  a medical  diagnosis,  and  I think  that's 
probably  the  key  thing  that  you  discovered  before  you  came. 

"It  is  when  the  medical  condition  produces  functional  limita- 
tions, or  the  course  of  the  disease  begins  to  impact  on  the  family, 
or  the  family  income,  its  assets,  or  its  ability  to  care  for  the 
individual , or  the  threat  it  brings  to  the  family  that  an  OAD 
funding  program  comes  into  the  picture.  Further  provisional  ser- 
vices may  be  conditioned  on  some  probable  outcome  of  those  services, 
some  benefit  which  may  be  measured  in  dollar  terms  or  the  eventual 
capacity  to  work,  or,  conversely,  the  eventual  incapacity  to  work, 
so  that  there  are  programs  that  can  help  maintain  an  individual  so 
he  may  be  goal-directed. 

"Other  elements  may  be  involved  so  that  the  functional  limita- 
tion alone  may  not  be  enough,  but  must  be  held  in  combination  with 
other  factors,  such  as  family  income.  As  decided  in  the  Office  for 
Handicapped  Individuals,  we  have  examined  all  the  programs  provided 
by  the  Government  that  fund  programs  for  the  handicapped.  And  we 
have  learned  of  many  gate-keeping  functions  that  are  operative 
above  and  beyond  what's  on  the  face  of  the  person's  handicap,  so 
that  no  matter  what  your  disability,  if  you  approach  a Social 
Security  office,  you  aren't  eligible  for  disability  trust  benefits 
unless  you  have  a work  record.  Well,  these  are  the  gate-keeping 
functions  that  are  there,  and  I think  you  know  them. 

"In  short,  we  know  that  the  system  (or,  more  correctly,  the 
nonsystem)  imposes  a tremendous  burden  on  a citizen  in  need  in 
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t-ryin*j  to  make  some  sense  out  of  it.  It's  one  of  those  things  where 
we  blame  the  victim,  I guess.  The  action  is  forced  on  the  person  in 
need . 


"Certain  questions  were  presented  to  us,  certain  programs. 

The  first  one  I'll  speak  to  is  the  Legal  Patient  Services  Adminis- 
tration. The  Vocational  Rehabilitation  Program  has  a role  clearly 
defined  by  its  authorizing  legislation.  To  be  provided  services 
an  individual  must  not  only  have  a disability  which  constitutes  a 
substantial  handicap  to  employment,  but  for  whom  there  is  a reason- 
able expectation  that  provisional  services  will  benefit  that  indi- 
vidual in  terms  of  employability.  Thus,  in  each  case  a decision 
must  be  made  as  to  whether  or  not  vocational  rehabilitation  services 
are  appropriate. 

"Now,  for  a person  with  Huntington's  disease,  as  with  any 
other  handicapped  person,  a decision  must  be  based  on  the  facts  in 
a particular  case.  There  is  no  blanket  in  eligibility  or  in- 
eligibility. As  we  know,  the  wide  variation  of  actual  limitations 
or  probable  course  for  any  one  individual  with  Huntington's  disease 
would  make  an  individual  determination  of  eligibility  necessary. 

The  label  "Huntington's  disease,"  as  with  so  many  other  disease 
labels,  tells  us  something  about  the  individual,  but  not  nearly 
enough. 

"It  would  seem  to  me  that  there  would  be,  for  those  with  a 
slowly  progressive  case,  many  years  in  which  vocational  rehabilita- 
tion services  could  keep  the  afflicted  person  in  a work  situation, 
because  the  act  does  speak  to  slowly  progressive  diseases.  And  I 
want  to  encourage  individuals  to  get  in  touch  with  the  state  VR 
agency  to  determine  if  vocationally  oriented  services  might  be 
indicated  in  any  particular  case.  Also,  I will  ask  the  Rehabili- 
tation Administration  Services  to  work  with  you  to  develop  informa- 
tional materials  regarding  Huntington's  disease  which  can  then  be 
distributed  to  the  field  offices  in  each  state.  Oftentimes  it's 
just  a sheer  lack  of  information  that  may  operate  to  prevent  a full 
exploration  of  an  individual. 

"Services  under  Title  XX.  As  you  know.  Title  XX  of  the  Social 
Security  Act  represents  a new  way  for  the  Federal  Government  to  re- 
late to  state  government  in  the  provision  of  social  services  (except 
for  describing  those  services  for  which  Federal  funding  could  be 


6-143 


Washington,  D.C. 


May  20-21,  1977 


used),  mandate  a provision  of  five  of  these  services,  and  specify 
some  income  tests  and  fees  to  be  levied.  Title  XX  leaves  to  each 
state  to  determine  what  services  will  actually  be  provided. 

"States  set  their  own  social  services  priorities  after  seeing 
what  the  needs  are  in  local  communities  and  what  services  are  al- 
ready being  provided  by  other  programs.  Local  governments,  inter- 
ested organizations,  and  concerned  citizens  can  help  to  decide 
what  services  should  be  offered,  which  people  should  receive  the 
services,  and  how  the  funds  should  be  divided  among  geographic 
areas,  services,  and  groups  of  families  and  individuals  that  need 
help  to  achieve  Title  XX  goals.  And  I think  you  know  the  list  of 
the  goals  for  social  services:  Financial  self-support;  personal 

self-care;  protection  of  children  and  vulnerable  adults  from  abuse, 
neglect,  or  exploitation;  strengthening  family  life;  avoidance  of 
inappropriate  institutionalization  by  providing  services  in  local 
community  offices  and  people's  homes;  and  appropriate  institutional 
placement  services  when  in  the  person's  best  interest. 

"Now,  the  present  Commission  today  has  focused  concern  on 
three  of  the  services  which  are  available  under  the  Title  XX 
program:  These  are  adult  day  care,  legal  services,  and  homemaker 

services.  These  are  optional  services  which  may  not  be  offered  by 
some  states,  but  data  show  that  37  states  offer  adult  day  care, 

32  states  offer  legal  services,  and  48  states  offer  homemaker 
services.  I think  the  relative  emphasis  on  these  services  would, 
of  course,  vary  from  state  to  state.  Even  though  the  data  show 
37  states  offer  adult  day  care,  that  doesn't  tell  us  about  the 
level  of  support  or  the  actual  activity  within  that  state.  The 
Office  of  Human  Development  could  not  go  beyond  its  present  legally 
determined  role  of  each  of  these  states  in  Title  XX.  It  was  a 
specific  intent  of  the  Congress  that  the  decision-making  be  focused 
at  the  state  level,  and  that  priorities  for  using  Title  XX  funds  be 
established  through  a statewide  kind  of  process  which  makes  use  of 
citizen  participation." 

GUTHRIE:  Is  that  for  the  adult  day  care? 

BEAN:  Yes,  it  is.  It's  for  all  the  services--! irst  of  all, 

determining  what  would  be  provided;  and  second,  determining  the 
level  of  that  service.  Those  are  priorities  set  at  the  state  level. 
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"The  Federal  component  has  been  particularly  careful  not  to 
interfere  or  lean  on  or  direct  states  in  this  planning  process. 

It  was  a congressional  attempt  that  it  be  out  there."  (As  an 
aside,  I think  that  you  can  see  that  disabilities  with  small  inci- 
dence may  be  lost  in  this  process.) 

"Developmental  disabilities.  An  organized  visible  mechanism 
for  planning  on  the  state  level  is  one  of  the  reasons  the  present 
Commission  is  looking  to  a developmental  disabilities  program,  par- 
ticularly a definition  of  developmental  disabilities  which  governs 
the  scope  of  the  state  level  activities  under  that  program. 

"The  Developmental  Disabilities  Program  is  principally  a 
planning  and  management  mechanism  to  focus  attention  and  coordinate 
services  at  the  state  level  on  the  needs  of  particularly  vulnerable 
populations  who  are  encompassed  within  the  term  "developmental 
disability."  To  paraphrase  the  law:  Those  who  are  disabled  by 

mental  retardation,  cerebral  palsy,  epilepsy,  and  autism,  which 
originates  before  age  18  and  whose  disability  constitutes  a sub- 
stantial handicap  to  that  person's  ability  to  function  normally  in 
society.  Such  services  as  discretionary  funds  are  available  to  the 
states,  and  the  Developmental  Disabilities  Programs  are  developed 
in  the  capacity  to  serve  eligible  persons  or  to  demonstrate  in- 
novative ways  and  services. 

"And  I think  that  is  important  to  emphasize,  because  the  DD 
Program  did  not  start  as  a service  program.  There's  a little  bit 
of  service  money  put  in  there  to  encourage  states  to  move  forward 
and  to  develop  gap-filling,  but  it  was  never  intended  to  fund  on- 
going services,  and  there's  some  misunderstanding  there.  It's  not 
intended  to  be  a service  program,  but  rather  to  insure  that  those 
service  programs  operating  in  the  state  provide  adequate  services 
to  the  Developmental  Disability  population. 

"An  advocacy  function  was  established  by  the  '75  DD  Assistance 
and  Bill  of  Rights  Act,  and  it  was  a requirement  that  each  person 
served  within  the  purview  of  the  Developmental  Disabilities  Program 
have  an  individualized  rehabilitation  plan.  Current  resources  for 
both  the  planning  and  advocacy  functions,  as  well  as  the  small 
services  and  demonstrations  component,  is  a little  strained  by  the 
needs  of  the  population  now  specifically  covered  by  the  DD  Act.  As 
you  know,  many  groups  have  appeared  before  the  Congress  and  requested 
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that  their  group  be  among  those  enumerated  in  the  DD  enabling 
legislation,  including  persons  interested  in  Huntington's  disease." 

(Speaking  for  the  Assistant  Secretary,  I recognize  many  of  the 
features  in  the  DD  Program  as  it  operates  on  the  state  level  that 
seem  appropriate  to  your  interest.)  "It  would  be  useful  to  have  an 
established  mechanism  at  the  state  level,  or  to  be  part  of  such  a 
mechanism,  to  assure  attention  to  any  particular  human  being. 

There  are  problems,  such  as  dilution  of  existing  resources  and 
attention,  as  well  as  some  degree  of  inappropriateness,  such  as  the 
age  at  which  the  disability  becomes  manifest,  becomes  severely 
handicapping.  Of  course,  any  advocacy  for  all  may  become  advocacy 
for  none.  It's  this  kind  of  dilemma  that  led  the  Congress  to 
mandate  a study  to  determine  who  would  be  covered  by  the  program 
and  who  should  not  be."  (I  note  that  Dr.  Lee  Schact  is  a member 
of  the  task  force  that  is  examining  the  definitional  question,  and 
we  were  out  of  town  last  week,  and  we  shared  a lot  of  ideas  about 
opportunities . ) 

"I  think  we  in  Human  Development  are  looking  forward  to  the 
report  of  the  Developmental  Disabilities  Definitional  Task  Force. 

I know  that  the  work  that's  being  done  is  being  done  very  carefully. 
I also  hope  that  this  Commission  will  carefully  assess  the  appro- 
priateness of  the  DD  Program  as  a vehicle  for  addressing  the  needs 
of  those  who  have  Huntington's  disease,  and  include  that  in  the 
report  you're  preparing  for  Congress." 

What  I have  found,  and  what  Mrs.  Tucker  has  found  since  she's 
been  in  the  Federal  Government,  is  a tremendous  division  among 
people  in  need.  We  have  the  aged,  the  children,  the  handicapped. 

The  fact  is  that  none  of  these  groups  is  getting  much — just  minimal 
resources  and  minimal  services.  This  division  of  people  in  need  is 
really  a problem  that  needs  to  be  addressed.  How  do  we  get  all  of 
these  vulnerable  populations  who  need  services,  who  need  resources? 
How  do  we  get  them  together;  How  do  we  get  together  and  work  to 
develop  a national  public  policy  which  addresses  the  very  real  needs 
of  the  aged,  the  children,  the  family,  the  native  Americans,  and 
the  handicapped? 

Again,  speaking  for  the  Assistant  Secretary,  I think  the  first 
step  in  the  process  is  to  get  our  own  house  in  order,  to  get  our 
own  people  to  start  working  together.  To  this  end,  she  has  formed 
four  cross-fitting  task  forces  within  HD  on  families,  on  the  aged. 
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on  the  handicapped,  and  on  service  delivery  systems.  On  each  of 
these  task  forces  we  have  people  from  all  of  the  various  programs 
--and  this  is  new — to  get  people  talking  across  these  lines. 

We're  also  trying — but  this  is  sometimes  harder  to  do  because 
past  discrimination  practices  have  kept  people  out — to  have  a mix 
of  men  and  women,  older  people  and  handicapped  people,  and  minori- 
ties on  the  task  forces.  This  is  extremely  important.  "I  know 
that  on  my  own  staff "--this  is  Mrs.  Martinez  speaking — "the  native 
Americans  can  give  me  a perception  of  the  needs  of  native  Americans 
that  might  be  different  than  mine."  The  handicapped  people  on  her 
staff  can  certainly  give  me  a better  perception  of  the  needs  of  the 
handicapped . 

"We  must  work  together.  We  should  not  work  for  our  own  self- 
interests,  nor  should  we  work  for  the  self-interest  of  one  vulner- 
able group  at  the  expense  of  another.  That  only  leads  to  more  frag- 
mentation because  this  is  a program  of  the  people.  Change  will 
come  about  only  if  people  like  yourselves,  working  together,  and 
working  with  us,  participate  and  influence  the  policies  and  programs 
that  are  directed  towards  saving  our  communities,  strengthening  our 
families,  and  increasing  the  potential  of  each  individual.  Far  too 
long  the  vulnerable  of  our  society  have  been  the  victims  of  capri- 
cious policies,  of  political  expediency  and  national  economic 
policies  that  don't  address  the  real  problems  of  people.  Moreover, 
the  situation  is  not  going  to  change  if  we  do  not  do  something 
about  it. 

"We  are  seeing,  beginning  on  Monday,  May  23,  what  will  be  the 
greatest  congregation  ever  of  disabled  people  addressing  their 
common  concerns.  I'm  referring,  of  course,  to  the  White  House 
Conference  on  Handicapped  Individuals.  The  coming  national  meeting 
was  preceded  by  mini-White  House  conferences  in  all  50  states.  It's 
estimated  that  upwards  of  75,000  people  have  already  been  involved. 
Coming  from  the  White  House  Conference  will  be  a series  of  recommen- 
dations which  will  address  all  areas  of  concern.  The  interest 
created  by  this  conference  will  be  a stimulus  for  added  focus  and 
attention  in  that  all  citizens  can  improve  the  lives  of  handicapped 
persons  to  assure  that  they  and  their  families  can  develop  their 
fullest  potential,  and  to  see  that  the  government  at  all  levels 
(private  sector,  too)  addresses  the  problems  of  program  duplication 
and  overlap." 
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We  have  seen  the  recommendations  that  have  come  out  of  the 
states,  some  2,200  of  them.  There  are  many,  many  that  deal  with 
organization  services  in  which  people  in  the  field  repeatedly  see 
duplication  and  overlap. 

GUTHRIE:  I have  to  say  that  I loved  your  statement,  because 

it's  something  that  some  of  us  have  been  saying  for  a long  time. 

If  you've  attended  any  of  the  meetings  of  the  National  Paraplegia 
group--I  was  invited,  and  I could  not  come  to  the  luncheon  the 
other  day.  I feel  so  sincerely  that  what  you're  saying  is  so 
important.  But  it's  very  hard  to  get  people  to  let  go  of  their 
specific  interest  and  see  the  value  of  the  larger  constituency.  I 
would  like  to  tell  you  that  I think  this  Commission  does  understand 
that,  and  we  have  taken  a position,  and  we  want  to  cooperate.  I'm 
sure  that  others  who  heard  your  statement  today  will  agree  that 
this  is  something  we've  addressed  ourselves  to.  How  to  do  it  and 
what  to  do  may  take  time,  but  we  must  find  a way  to  work  together. 
There's  no  question  about  it. 

I was  pleased  that  I was  invited  to  the  White  House  Conference. 

I will  miake  it  for  one  day,  but  I can't  stay  longer.  I'm  on  the 
Council  of  NIGMS  the  next  day.  Nancy  said  she  might  come.  Are  you 
going  to  try  to  come,  Nancy?  So  we'll  have  our  Executive  Director 
there,  also,  and  see  if  we  can  learn  from  each  other  and  do  so. 

I want  to  ask  a specific  question,  if  I may.  I was  very 
interested  in  your  mentioning  the  37  adult  day  care  centers.  We've 
been  talking  about  all  kinds  of  centers  day;  we  have  heard  all 
kinds.  Could  you  describe  what  your  adult  day  care  center  does, 
or  doesn't  do,  or  should  do? 

BEAN:  I confess  I can't. 

VOICE:  Back  in  '71  I was  responsible  for  the  Title  IV -A  and 

IV-B  which  was  predecessor  to  Title  XX.  The  adult  day  care  basically 
is  a protective  service  program  for  adults  that  are  in  need  of  pro- 
tection in  the  same  way  that  they  have  child  protective  services. 

The  37  he  was  referring  to  were  not  centers,  but  rather  37  states 
that,  as  an  option,  decided  to  provide  adult  day  care  within  their 
allowable  services  under  their  state  Title  XX  plan.  As  Mr.  Bean 
suggested,  he  doesn't  know  how  broad  or  narrow  the  allowability  was 
interpreted  in  terms  of  actual  provision  of  services  within  those 
states . 
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GUTHHIE:  The  reason  I asked,  very  interestingly,  is  because 

we  had  a long  discussion  very  recently  on  conceivably  providing 
some  kind  of  center  program  for,  let's  say,  an  HD  adult.  He  can 
mow  the  lawn,  he  can  do  the  dishes,  he  can  do  a lot  of  things,  but 
he  can't  go  to  work.  The  other  night  I had  a discussion  with  such 
a man  who  was  an  engineer.  After  talking  to  him  I realized  we 
don't  want  to  use  the  words  "day  care  center,"  because  day  care 
implies  just  what  you  said.  So  we've  been  working  on  another  name, 
and  for  the  moment  Martin  suggested  a name  called  Community  Center 
for  Work  and  Recreation,  because  this  man  doesn't  want  to  go  there 
and  be  taken  care  of,  he  wants  to  go  there  and  do  something  that 
might  help  the  community  center,  the  other  patients,  and  provide 
for  himself  an  opportunity  to  still  function  as  long  as  he  can,  as 
well  as  he  can.  If  he  wants  to  sit  there  and  be  recreated,  he's 
got  the  opportunity  as  well.  This  man  has  worked  for  17  years  as 
an  engineer,  and  he  has  no  desire  to  just  sit  there  all  day  long 
and  look  at  movies  or  recreate. 

BEAN:  There  are  many  opportunities  for  volunteer  service. 

What  you've  identified  here  is  really  one  of  the  tragedies,  that 
somehow  at  a certain  point  the  person  is  put  on  the  shelf. 

GUTHRIE:  We've  seen  evidence  in  our  testimony  throughout  the 

country  of  various  people  who  are  maintaining  themselves  fairly 
well  and  really  do  want  to  be  productive  and  don't  want  to  be  set 
aside . 


BEAN:  This  is  something  else  that  I'd  like  to  comment  on. 

At  this  White  House  Conference  there  will  be  models  for  independent 
living  for  individuals  who  do  need  help  with  personal  care  services, 
and  one  thing  or  another,  so  that  the  handicapped  persons  themselves 
are  in  charge,  rather  than  having  services  provided  at  the  conven- 
ience of  the  service  provider. 

APTEKAR:  Do  you  have  for  the  Title  XX  services  a state-by- 

state breakdown,  as  Title  XIX  does? 

BEAN:  I have  this  brochure.  This  is  the  breakdown,  state  by 

state . 

SCHACHT:  Mr.  Bean,  I'm  very  excited  to  hear  about  OHD's 

interest  in  setting  up  task  forces  to  reexamine,  in  a planning  way. 
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and  look  at  v;hat  you  call  vulnerable  groups  (aged,  children,  handi- 
capped) . I must  admit,  after  being  quite  familiar  with  the  OHD 
programs  through  the  years  and  all  their  various  subunits  prior  to 
clustering,  as  I looked  at  some  of  these  programs  vis-a-vis  HD,  it 
really  becomes  somewnat  disturbing  to  me  how  the  person  with  HD  falls 
between  the  cracks . 

For  example,  you  did  talk  quite  a bit  about  the  use  of  the  DD 
Act.  However,  we  do  know  that  HD  comes  on  late  in  life,  and  there  is 
a restriction  in  the  use  of  DD  for  those  that  have  onsets  prior  to 
age  18;  which  means,  in  essence,  that  DD  is  practically  useless  to 
the  person  with  HD  at  this  point  in  time  without  some  form  of  legis- 
lative change  on  the  one  hand.  It  would  seem  to  me,  on  the  other 
hand,  the  primary  concern  of  DD,  as  I understand  it,  has  been  the 
interest  of  those  concerned  with  mental  retardation  who  in  large 
part,  from  their  perspective,  have  moved  as  quickly  as  they  could 
away  from  what  we  might  call  the  old  medical  model,  a model  which 
in  the  treatment  of  HD,  of  course,  is  an  important  component.  So 
philosophically  as  well,  we  may  have  some  problems  with  an  associ- 
ation with  DD  in  that  respect,  I would  assume. 

The  Bill  of  Rights,  Title  II  portion  of  that  act  also,  as  I 
understand  it,  is  restricted,  although  restricted  in  its  applica- 
bility at  this  point  in  time  to  the  DD  Programs  alone.  That  is  to 
say,  I think  in  theory  we  would  agree  that  it  says  a lot  of  nice 
things.  Perhaps  you  could  speak  as  to  whether  or  not  there  is  any 
potential  of  expanding  the  coverage  of  the  Bill  of  Rights  to  other 
types  of  human  programs. 

You  mentioned  RSA  and  other  acts.  Obviously,  again,  the  con- 
cern of  that  agency  is,  as  you  said,  the  eligibility  determined  on 
a state  or  even  local  level  by  a job  counselor.  Clearly,  one  of 
the  major  caveats  of  acceptance  or  rejection  is  what  they  call  the 
client's  employability.  I would  assume  that  someone  with  a degen- 
erative disorder  might  be  seen  by  a counselor,  particularly  one 
who  has  more  clients  coming  in  than  he  has  resource  capability  to 
handle,  and  who  is  being  measured,  I would  assume,  by  Federal 
standards  in  terms  of  his  ability  to  show  positive  job  placement 
at  the  end  of  RSA  training.  They  may  not  look  well  upon  someone  if 
the  investment  from  the  rehab  prospective  is  not  returned  because 
of  the  degenerative  nature  of  the  disease. 
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Title  XX,  I think,  does  offer  some  potential.  I really 
wanted  to  explore  it  with  you,  and  then  you  may  react  to  my 
comments,  if  you  will.  Title  XX  is  income-related,  which  does  cause 
some  grief,  I would  assume.  In  the  old  days,  they  used  to  have  a 
category  (which  I think  they've  done  away  with)  called  "Potential"; 
that  is  to  say,  people  who  potentially  may  be  in  need  of  social 
services.  If  I recall  the  legislative  history  in  the  use  of  that 
definition  (which,  as  I say,  I think  is  no  longer  used),  it  was  in 
essence  a preventive  measure  to  try  to  maintain  family  stability 
and  the  rest  of  those  glossy  terms  of  goals  that  came  along  with 
that  legislation.  It  seems  to  me  that  for  a group,  as  you  suggest, 
that's  in  the  process  of  task-forcing  its  way  to  creative  planning 
for  these  vulnerable  groups,  that  concept  of  potential  of  a person 
in  need,  vis-a-vis  some  of  those  goals  that  you've  referred  to  that 
are  still  existent  in  Title  XX,  may  be  one  that  may  be  conceivably 
revived  for  a group  like  HD  that's  fallen  through  the  cracks  and 
so  many  other  pieces  of  the  OHD  programming. 

BEAI'I : \’ell,  I think  you've  probably  identified  most  of  the 

problems,  but  I'll  try  to  take  in  order  some  of  your  comments. 

There  are  statutory  boundaries  beyond  which  you  can't  go,  and  this 
is  why  in  4-H-18  you  address  the  legislative  boundaries  there.  In 
terms  of  the  advocacy  function  that  was  provided  in  these  DD  amend- 
ments, they  provided  that  the  Governor  of  each  state — he  has  the 
authority  to  establish  the  advocacy  unit — place  this  where  he  wants 
it.  As  a consequence,  you  get  a wide  variety  of  models  of  how 
advocacy  works.  Since  the  law  clearly  deals  v;ith  those  who  are 
defined  as  "DD,"  I would  presume  that  those  proposals  are  supported 
by  that  portion  of  what  is  principally  DD. 

On  the  other  hand,  there  have  been  such  placements--!  think  in 
New  Jersey,  the  advocacy  program,  the  new  program,  was  placed  in  an 
ongoing  public  advocate  function  at  the  state  level.  So  it  was  an 
add-on  for  the  people,  and  they  were  already  familiar  with  it. 

This  is,  again,  the  kind  of  model  where  the  discretion  for  this  kind 
of  activity  is  placed  on  the  state  level.  It's  the  Governor  you 
get  to  in  this  case  to  suggest  that  additional  state  appropriations 
might  support  that. 

The  other  point  is  what  you've  already  addressed,  and  that  is 
to  get  the  definition  changed.  I think  that  is  very  appropriate. 
Now,  what  you  have  here  is  another  impossibility — making  a determin- 
ation away  from  the  client.  It  always  has  to  be  an  individual 
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determination.  I recognize  the  pitfalls  in  that,  that  the  individ- 
ual may  be  scared  off  because  it's  a progressive  disorder.  There's 
nothing  in  the  law  that  prohibits  that  from  being  regulation--so 
there's  no  guarantee  that  the  person  has  to  be  static  who's  going  to 
be  well  the  rest  of  their  lives.  I don't  think  the  legal  prohib- 
ition there- — it's  an  individual  determination  based  upon  whatever 
the  facts  are  in  the  present  case.  You  can  see  that  the  statistics 
are  moving  that  way;  the  caseloads  are  shifting. 

I think  your  question  about  preventing  dependency  almost  goes 
across  the  board.  I would  suggest  on  that  idea  of  preventing  de- 
pendency— that  was  under  Title  XX.  Again,  I don't  really  know 
whether  the  Federal  level  has  dropped  emphasis  on  that,  or  if 
that's  a state  determination.  I know  it  is  very  closely  tied  to... 
eligibility  and  income  level  right  now.  The  book  we  have  is  in  the 
same  bind  in  that  to  the  extent  that  you  do  or  do  not  apply  a means 
test,  I don't  think  what  we  have  is  means-tested  at  all  now. 

If  you  can  intervene  in  an  individual's  life  at  a time  before 
they  become  paupers,  or  have  totally  exhausted  all  their  resources, 

I personally  feel  that  you  have  a stronger  program,  since  DRA's 
bound  by  the  reasonable  expectation  of  a vocational  outcome.  With 
all  the  other  model  cases  that  I've  seen  there  have  been  sugges- 
tions over  a period  of  time  that  the  definition  be  changed  so  that 
you  do  not  have  that  outcome;  or,  since  that  structure  is  in  place 
and  deals  with  this  disability,  that  a structure  be  set  up  to  help 
people  for  which  there's  no  identified  vocational  outcome. 

These  are  ideas  that  you've  identified,  and  they're  being 
exercised.  From  conversations  Mrs.  Martinez  and  I have  had,  I know 
she  has  said  things  relevant  to  what  you  are  saying.  She  knows 
about  the  VR  limitation  right  now--in  terms  of  the  word — and  is 
looking  to  see  if  that  might  be  the  mechanism — maybe  it  isn't — in 
which  to  provide  services  for  which  there's  no  vocational  goal. 

There  may  be  in  this  planning  process,  over  a period  of  time, 
recommendations  that  there  be  totally  new  systems  developed.  She's 
also  commented  that  all  the  research  the  Administration's  doing 
now — the  discretionary  funds  are  closely  tied  to  the  original  pur- 
pose of  the  program  we  support.  She's  commented  on  that,  that  she 
would  like  to  develop  a comprehensive  research  strategy  where  the 
research  funds  would  test  a ...service  delivery  policy.  It's  doing 
a good  job  now,  but  it's  still  tied  in  focus. 
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Also,  there's  the  dilenuna  between  categorical  programs  and 
block  grants  that's  being  discussed.  I think  for  this  disease 
you're  caught  between  in  that  there  is  a very  large  block  grant 
program  in  the  state,  and  you  can't  impact  that  because  you're  too 
small.  On  the  other  hand,  there's  a very  narrow  category,  and  you 
can't  get  in  there.  I think  the  real  dilemma  is,  are  there  pop- 
ulations whose  needs  are  so  specific,  or  who  are  so  vulnerable  and 
weakened  politically,  that  they  need  categorical  programs  versus 
the  kind  of  program  flexibility  and  reservation  that's  possible 
tiirough  the  block  grant  mechanism.  I don't  know  that  that's  a 
dilemma  that  can  be  easily  solved. 

APTEKAR:  I thin),  you  just  pinpointed  the  exact  dilemma  that 

this  Commission  has  to  wrestle  with  and  what,  it  seems  to  me,  is  a 
similar  mandate  for  the  Office  of  Human  Development,  who's  responsi- 
ble for  vulnerable  groups.  And  clearly,  this  is  a vulnerable 
group  if,  by  no  other  definition,  that  within  an  agency  of  vulner- 
able groups  it's  fallen  in  the  cracks. 

SCHACHT:  I think  one  of  the  things  that  comes  out  very  clearly 

is  the  impact  that  we  can  make  at  the  Federal  level  in  recommenda- 
tions . Actually,  this  may  not  be  the  place  where  we  ought  to  be 
hitting.  We  are  going  to  have  to  start  impacting  at  the  state 
level  where  they  in  fact  do  have  control  over  what  services  are 
going  to  be  provided.  Even  under  the  present  DD  Act  there  is 
nothing  that  says  that  the  state  council  cannot  include  other  handi- 
capping conditions--it  is  open-ended — it  is  just  that  the  inter- 
pretation at  the  state  level  has  been  restrictive. 

BEAN:  I think  what  we're  saying  is  that  the  state  supported 

additional  visibilities  given  to  the  council;  the  Federal  Government 
didn ' t . . . 

SCHACHT:  But  as  far  as  planning  and  advocacy  goes,  they  are 

not  restricted.  If  the  state  council  wanted  to  include  hereditary 
degenerative  neurological  diseases,  or  HD  specifically,  there  is 
nothing  in  the  Federal  legislation  which  would  prevent  them  from 
doing  so. 

GUTHRIE:  I would  remind  you  that  it  was  in  the  Congressional 

Record.  Harrison  Williams  did  put  into  the  Record;  "But  if  there 
was  somebody  who  matched  it  with  Huntington's  disease" — the  word 
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"Huntington's"  is  mentioned — "will  you  include  it?"  and  the  answer 
was,  "Yes."  I have  that  in  the  Congressional  Record. 

SCHACHT:  You  still  have  to  go  back  to  the  states  and  tell 

them. 

GUTHRIE:  Yes,  that's  the  problem.  You're  right.  I think 

what  we've  learned  today  is  how  necessary  it  is  to  do  our  work  on 
the  state  level. 

APIEt^AR:  If  I might  interject,  I think  that  your  point  is 

well  taken.  However,  I don't  think  that  you  should  necessarily 
overlook  the  fact  that  the  money  does  start  here  in  Washington; 
that  there  is  a reason  for  the  bureaucracy  mushrooming  through  the 
years  with  regulations,  standard-setting,  potential  guidance  to 
the  states,  technical  assistance,  training  opportunities,  material 
development,  a number  of  those  things,  all  of  which  in  fact  can  in- 
fluence and  be  supportive  of  what  you're  saying  and  suggesting  at 
the  state  level . 

N.  WEXLER:  I think  that  the  dilemma  that  you  describe  is  true 

not  only  of  Huntington's,  but  probably  of  all  genetic  diseases  and 
all  neurological  diseases,  because  with  genetic  diseases  generally 
the  incidence  of  prevalence  is  fairly  low  for  each  one  of  them — I 
mean  HD  is  actually  relatively  common  for  many  genetic  diseases — and 
when  you  put  them  all  together  you  have  an  enormous  number.  One 
of  the  things  that  we  were  considering  in  fact  would  be  some  kind  of 
coordinating  unit  within  HD  to  coordinate  genetic  services.  Since 
you  have  the  pie  in  some  ways  divided  up  along  age  groups  who  are 
vulnerable  to  all  kinds  of  different  conditions,  if  you  divide  the 
pie  in  a different  way,  you'll  have  coordination  of  genetic  services 
that  cuts  across  all  ages  or  neurologic  services.  But  I think 
genetic  encompasses  many  of  the  neurologic  already.  How  do  you 
think  that  kind  of  recommendation  would  be  met? 

BEAN:  I can't  predict.  Let  me  just  relate  how  I would  relate 

to  them.  Whatever  leads  to  cross-cutting  examination  of  what's 
going  on,  I think,  would  be  more  fairly  received  than  any  targeted — 
I think  there's  a great  concern  that  we're  too  narrowly  targeted  on 
too  many  things;  that  activities  that  can  facilitate  cross-cutting 
would  probably  be  a better  recommendation. 

GUTHRIE:  Questions? 
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N.  WEXLER:  Let  me  ask  a question.  There  was  some  rumor  that 

there's  a plan  in  the  works  to  maybe  dissolve  all  of  the  six  sep- 
arate units  and  create  one  gigantic,  powerful  office  for  handicapped 
individuals  that  would  be  policy,  as  well  as  advocacy,  as  well  as 
everything  else. 

BEAN:  I hear  the  same  rumor  [laughter].  Really,  I think 

several  things  would  be  delaying  any  kind  of  a pattern.  One  of 
them  is  they  sincerely  want  to  wait  and  see  what  the  White  House 
Conference  says.  The  second  thing  is  this  internal  planning  that's 
going  on.  I guess  the  big  thing  right  now  is  that  the  integration 
of  PSA  into  HD,  where  you  have  a tremendous  number  of  people  being 
absorbed  and  programs,  once  the  pieces  get  sorted  out,  then  they 
will  begin  to  look  within  the  units  themselves  and  do  some  work... 

N.  WEXLER:  ...looking  at  a lot  of  education  films  that  people 

put  out.  There  are  many  disabilities  that  I know  are  genetic,  or 
a major  portion  of  them  are  genetic,  and  there's  no  presentation 
of  that  in  their  literature.  I was  talking  with  one  woman  who  was 
from  the  Little  People  of  America  and  just  trying  to  make  a simple 
comment  that  many  forms  of — and  her  stand  was  next  to  our  stand — but 
it  was  like  talking  to  a wall.  There  wasn't  that  kind  of  acknowl- 
edgement that  even  though  the  symptoms  are  clearly  very  different 
and  the  capabilities  are  different,  we're  both  struggling  with 
certain  basic  research  problems,  for  the  same  kind  of  services, 
counseling . . . 

BEAN:  I think  I would  relate  to  that,  and  this  is  a personal 

observation;  that  is,  to  develop  a self-consciousness  that's  not 
just  totally  self,  but  to  identify  and  reach  out  and  work  with  other 
groups;  the  idea  of  coalitions  around  the  common  identities  of 
what  handicapped  people  can  do.  There's  a tremendous  amount  of 
interest;  there's  a feeling  that  we've  got  a limited  resource  to 
scrap  for.  But  I think  as  people  can  identify  the  common  concerns 
and  begin  working  for  those — like  the  area  of  civil  rights — some  of 
the  other  concerns  would  fall  out,  and  I would  encourage  you  do  do 
that.  Here's  what  you  did:  You  had  at  least  two  people  at  one 

meeting,  and  it  has  to  build  that  way... 

N.  WEXLER;  Those  task  forces  that  you  described,  do  they 
have  a definite  lifespan?  Is  there  a period  of  time  when  their 
considerations  are  going  to  be  over,  so  we  want  to  get  our  recommen- 
dations to  them. . . 
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BEAN:  I would  say  they're  moving  very  rapidly. 

GUTHRIE:  Well,  the  recommendations  that  we  have  are  supposed 

to  go  in  the  end  of  August.  I don't  know  how  we  can  be  effective, 
as  a commission--but , of  course,  individually  there  are  certain 
things  that  we  can  do  to  put  our  thinking  forward  in  time  even  for 
this  next  budget... 

N.  WEXLER;  ...there  wouldn't  be  any  ruckus? 

BEAN:  Oh,  it's  continuing.  I mean  this  year  is  not  the  end 

of  it.  This  is  the  beginning.  There  are  so  many  things  moving 
right  now,  and  the  idea  is  to  try  to  get  this  coherent  policy  going. 
It's  quite  fluid,  and  it's  not  too  late  to  get  with  it.  Even  in 
the  broad  picture  of  what  you  see  that  you  might  want  to  put  there, 
details  will  follow.  But  the  broad  picture's  moving  now. 

GUTHRIE;  Thank  you  very  much  for  coming. 
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EVENING  SESSION 


STELLAR:  We  have  a long  list  of  speakers.  I see  they  can't 

all  be  here  as  yet;  the  number  looks  smaller.  But  I'm  going  to 
assume  that  all  who  are  listed  will  be  here.  Therefore,  I've  asked 
the  speakers  to  remain  within  their  time  limit,  which  is  only  10 
minutes  for  each.  We're  making  a little  bit  of  a late  start,  so 
we'll  have  to  do  that  even  more  than  ever.  I'd  like  to  start  now 
and  call  upon  Nancy  House.  Is  she  here?  Nancy's  from  the  Greater 
Metropolitcan  Area  CCHD.  Please  go  ahead,  Nancy. 

TESTIMONY  OF 
NANCY  HOUSE 
McLEAN,  VIRGINIA 

N.  HOUSE:  I think  I'll  just  go  back  to  my  first  recollection 

of  my  mother's  illness;  she  was  the  one  afflicted  in  my  family.  My 
first  awareness  that  there  was  something  wrong  was  that  her  hands 
and  lips  moved  without  control,  she  choked  frequently,  and  she  walked 
with  a stagger;  and  I just  took  it  for  granted.  I never  thought  too 
much  about  it,  except  that  then  she  became  quite  reclusive  and  avoided 
friends  and  parties,  and  then  pretty  much  the  family.  She  either 
stayed  pretty  much  within  the  house  or  went  to  movies  by  herself. 

There  was  never  any  discussion  of  what  she  had  or  why  she  acted 
peculiarly.  Then,  as  the  years  went  by,  she  had  to  stop  driving  and 
couldn't  use  stairs  (she  had  several  bad  falls  down  stairs),  and 
she  became  somewhat  demanding  and  insistent,  almost  in  a childlike 
way . 


I can  remember  that  my  friends'  parents  wouldn't  let  them 
come  to  my  house  because  they  were  assuming  that  she  was  drunk, 
that  she  had  an  alcohol  problem.  I didn't  know  otherwise.  I 
would  hear  this  by  word  of  mouth,  and  I just  could  never  understand 
what  the  problem  was. 

We  went  through  several  maids  who  were  there  mostly  for  us, 
but  who  had  to  be  with  her  during  the  day  and  couldn't  handle  her. 
We  did  have  one  that  stayed  for  several  years.  By  accident,  I 
stayed  home  one  day  and  found  out  that  this  maid  was  somewhat 
abusive  to  my  mother,  that  the  only  reason  she  could  control  her 
was  she  practically  had  her  locked  in  her  room,  or  ignored  her. 
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I also  remember  having  to  stop  piano  lessons  and  things 
because  in  dealing  with  time  she  just  slept  and  ate  and  did  things 
at  odd  hours.  She  did  start  eating  poorly,  and  I think  that's  be- 
cause she  choked  so  frequently.  I think  that  poor  nutrition  did  a 
lot  to  exacerbate  her  mental  problems . She  had  quite  a lot  of 
hallucinations,  and  she  would  get  extremely  high  fevers  and  just 
become  like  a baby.  If  you  brought  her  something  to  eat,  she 
didn't  want  it;  she'd  just  throw  it  on  the  floor. 

I had  an  older  brother  and  an  older  sister  who  were  away  at 
school  when  she  got  quite  bad,  and  they  really  didn't  even  want  to 
face  her.  They  didn't  understand  what  was  happening,  and  they 
were  afraid,  and  there  was  never  any  discussion.  My  mother's 
mother  and  my  father  had  many  fights  over  what  to  do  about  her  and 
what  to  tell  the  children,  and  it  was  pretty  much  kept  in  the 
closet.  My  father  did  develop  ulcer  trouble  from  trying  to  handle 
three  girls  and  this  problem.  He  tended  to  drink  more  than  he 
should  have  because  of  this — in  the  late  night.  He  found  the  only 
way  to  get  away  was  to  take  us  to  the  country  to  my  grandparents 
for  the  weekends  and  have  a sitter. 

By  junior  high  school  the  situation  was  extremely  bad.  Mother 
had  no  routine  at  all.  She  was  up  all  night  long,  at  different 
hours,  every  few  minutes.  We  had  a buzzer  installed  so  she  could 
call  anytime.  I spent  many  nights  on  the  living  room  floor  because 
the  buzzer  just  went  constantly,  and  there  was  no  point  in  going 
back  upstairs.  I was  flunking  out  of  junior  high  school,  as  was 
my  younger  sister,  and  my  father  was  beside  himself  with  what  to 
do.  She'd  think  the  house  was  on  fire,  that  one  of  us  was  hurt, 
and  what  were  we  doing  out  of  bed. 

Finally,  we  tried  hiring  nurses,  and  they  didn't  understand 
the  situation  either.  They  would  say,  "Well,  she  needs  discipline. 
We  just  will  simply  get  rid  of  the  buzzer  and  do  it  that  way." 

She  would  spend  all  night  crying  out  for  somebody  to  come  help  her, 
whether  it  was  to  the  bathroom,  or  whatever.  I finally  said  to  my 
father,  "I  can't  stand  that.  Something's  got  to  be  done."  He  was 
hesitant  to  put  her  in  a nursing  home.  He  had  a guilty  conscience 
about  doing  that. 

Finally,  it  was  the  only  recourse  left  to  us,  and  we  did  find 
a brand  new  nursing  home  in  White  Plains  that  said  they  would  take 
her.  I don't  think  they  had  any  idea  at  the  time  what  they  were 
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talking  about.  She  was  there  a few  weeks  when  they  said,  "We  can't 
control  her.  She's  going  to  have  to  leave  here."  Finally,  they 
said,  "We'll  give  it  some  more  time."  Our  family  doctor  talked 
them  into  keeping  her,  and  through  better  nutrition  and  such  they 
got  her  into  a routine  that  enabled  them  to  deal  with  her.  I don't 
recall  at  that  age  what  the  costs  were,  but  I believe  they  were 
something  like  $1,000  a month  at  that  time.  We  did  have  finances 
available  to  us  to  take  care  of  this,  and  she  was  in  the  nursing 
home  approximately  2-1/2  years  before  she  died. 

Because  I had  medical  interests  as  a child,  I,  in  high  school, 
tried  to  find  books  that  would  tell  me  something  about  this.  I was 
quite  surprised  when  I found  out  it  was  hereditary,  and  that  my 
grandfather  had  died  of  it.  I had  never  known  him  and  never  knew 
how  he  died.  When  I got  to  nursing  school  I found  a few  more  books — 
very  minute  detail  on  what  it  was  all  about.  That's  basically  a 
rough  idea  of  the  experience  I've  had  with  it.  Of  course,  when 
Tom  and  I were  going  to  be  married  I explained  the  situation  to  him 
so  he  would  know  what  was  going  on,  what  the  possibilities  might  be 
in  our  future. 

My  feeling  is  that  the  counselor  and  social  worker  are  very 
important  to  people  who  are  at  risk  and  people  who  have  members  of 
the  family  at  risk.  There  was  absolutely  no  one  to  turn  to  in 
those  days;  doctors  didn't  even  know  what  they  were  talking  about. 
Also,  I think  a facility  for  people  is  of  utmost  importance.  I don't 
think  there  are  many  facilities  who  can  handle  these  patients. 

STELLAR:  You're  speaking  of  the  nursing  home  type  of  facility. 

You  would  have  appreciated  something  better  than  you  got. 

N.  HOUSE;  We  were  very  fortunate.  This  was  new  and  they  were 
a very  enthusiastic  staff.  They  needed  patients  because  it  was 
brand  new.  But  now  there  are  just  so  many  that  are  overcrowded, 
and  they  don't  have  the  staff  they  need  to  handle  this  kind  of — she 
had  several  terrifically  bad  falls  at  the  nursing  home,  because 
they  thought  one  person  could  help  her  to  the  sunroom.  Her  legs 
would  fold  under  her,  and  she  hurt  herself  badly  several  times 
that  way.  So  they  needed  a few  people  just  to  take  care  of  her  and 
help  to  feed  her.  She  had  no  control  over  eating  utensils;  and,  of 
course,  everything  had  to  be  specially  prepared  because  she  really 
couldn't  chew  without  choking. 
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The  counseling,  I think,  is  important.  I did  have  a doctor 
tell  me  that  if  I was  going  to  have  children,  I should  just  have 
one  and  adopt  any  others.  I would  hope  that  a facility  with  coun- 
seling and  such  for  patients,  if  I did  have  it,  it  would  lessen  the 
chance  that  my  husband  and  my  son  would  have  to  go  through  what  I 
went  through  in  growing  up  with  this.  It  could  be  something  people 
could  talk  about  openly,  and  it  wouldn't  be  something  where  people 
would  have  to  explain  things... 

GUTHRIE:  It  would  have  made  a difference  in  your  family  life 

as  a youngster,  wouldn't  it? 

N.  HOUSE:  Yes.  I had  times  when  I was  growing  up  that  I 

reflect  on  now  where  they  were  traumatic  to  me  then.  Kids  saying, 

"I  can't  come  over  to  your  house  because  your  mother  drinks."  "She 
drinks  iced  tea  all  day.  I don't  understand  you,"  and  my  father 
couldn't  explain  this  to  people.  They'd  say,  "Huntington's 
disease?  Well,  she's  covering  up  for  her  problem." 

STELLAR:  Would  you  then  briefly  summarize  for  the  Commission 

what  you  think  is  most  important,  from  your  own  experience;  what 
you  think  the  Commission  should  recommend  that  should  be  made  avail- 
able to  people  like  yourself,  such  as  counseling,  or  whatever  order 
you  want  to  put  it  in? 

N.  HOUSE:  Okay.  Number  one,  in  my  opinion,  is  a facility  of 

some  sort,  specifically.  The  few  people  I've  gotten  to  know  who 
have  HD  in  their  family — it's  just  extremely  difficult  to  get  some- 
one admitted  anywhere,  even  if  it's  just  for  a brief  stay.  Secondly, 
I think  that  the  public  education  and  medical  education  people 
would  be  helpful,  and  the  counseling  and  the  social  workers;  I say 
a place  where  families  can  go  to  get  some  support,  if  nothing  else — 
emotional  support — because  it  does  tend  to  be  terrifically  deteriora- 
ting to  family  life.  It  falls  apart  completely. 

STELLAR:  Mr.  House,  is  there  anything  you  want  to  add  to  what 

Mrs.  House  has  said? 

HOUSE:  ...I  think  the  work  of  the  Commission,  sir,  is  extremely 

important.  I appreciate  what  she  said,  because  the  patient  care 
aspect  is  most  profound.  I think  the  work  you're  doing  here  is  very 
important.  I appreciate  it  very  much. 
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N.  WEXLER:  I just  wonder,  Nancy,  how  you  felt  when  you  got 

that  genetic  counseling,  or  whatever,  when  the  doctor  said,  "Well, 
you  can  have  one  baby,  because  if  you  both  get  sick  and  die  then 
the  gene  frequency  in  the  population  stays  the  same"? 

N.  HOUSE:  Well,  I think  what  he  was  trying  to  tell  me  was 
that  he  felt  I probably  shouldn't  have  children.  I know  I have  an 
uncle  who  has  four  adopted  children,  and  he  was  somewhat  disturbed 
with  me  that  I was  even  considering  it.  I think  he  was  trying  to 
indicate  to  me  that,  "If  you  want  to  have  your  own  child,  have  the 
one  and  adopt  any  others."  I thought,  "Okay,  I can  understand. 

I'll  accept  that  rationale  and  go  on  that." 

N.  WEXLER:  So  if  he  had  told  you  not  to  have  kids,  it  would 

have  been  pretty  traumatic? 

N.  HOUSE:  Yes.  In  fact,  I was  explainina  this  to  my  room- 

mate in  the  hospital  when  I was  having  the  baby.  We  were  talking 
about  it,  and  she  said,  "I  don't  believe  you  went  ahead  and  did 
that.  You're  crazy." 

M.  WEXLER:  Do  you  have  any  idea  whether  your  mother  knew  the 

implications  of  the  disease? 

N.  HOUSE:  My  mother's  upbringing  was  with  nursemaids  and 

such.  I honestly  think  that  both  she  and  her  brother  were  sheltered 
from  this.  I don't  even  know  if  she  knew  what  was  going  on.  I'm 
sure  she  knew  that  she  was  sick  and  maybe  even  that  she  had  what 
her  father  had,  but  I don't  think  she  knew  the  name  of  it.  I 
honestly  have  thought  about  that  many  times,  and  I can't  really 
answer  that. 

GUTHRIE:  Well,  I'm  just  interested  to  hear  your  story,  but 

also  from  another  point  of  view.  I think  we  don't  know  what  your 
mother  knew,  and  she  was  home  quite  a long  time.  Did  you  find  that 
she  was  able  to  comprehend  all  that  was  going  on  around  her  at... 

N.  HOUSE:  Yes,  I do  know  that.  Yes.  I would  say  that... 

GUTHRIE:  See,  this  is  something  again  I feel  needs  elucida- 
tion in  the  literature:  the  presumption  that  a person  who  has  this 

involuntary  movement  is  going  to  be  a vegetable  at  the  end  is  a 
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presumption.  I'm  looking  around  for  testimony  from  people  who  say, 
"No.  My  mother  had  a hard  time  communicating,  but  understood 
everything." 

N.  HOUSE:  Her  speech  was  obviously  very  garbled,  but  she  did 

understand  what  we  were  saying  to  her,  and  she  did  answer  us.  It 
was  only  when  she  went  through  these  periods  of--and  I do  feel 
strongly  that  it  had  a lot  to  do  with  the  fact  that  she  was  simply 
living  on  tea  and  toast,  and  I'm  talking  about  a long  period  of 
time.  But  we  would  visit  her  in  the  nursing  home  and  she  knew 
very  well.  We  could  tell  her  things,  and  she'd  say,  "Oh,  yes.  And 
how  is  the  dog?"  things  like  that.  But  other  people  she  hadn't  seen 
in  a while,  with  the  exception  of  her  mother,  who  only  came  from 
Hawaii  about  every  6 months  or  so,  she  didn't  remember:  She'd  say, 

"I  thought  they  had  died." 

GUTHRIE:  Her  memory  was,  in  some  way,  perhaps,  affected. 

N.  HOUSE:  Or  maybe  she  was  doing  that  because  she  thought 

they  didn't  care. 

GUTHRIE:  Well,  if  no  one  had  come  to  see  you  for  a couple  of 

years  and  then  showed  up,  and  you  have  no  recognition  of  time,  you 
might  have  thought  so , too . 

STELLAR:  Thank  you  very  much.  Marjorie  Hoskins? 

GUTHRIE:  Welcome. 


TESTIMONY  OF 
MARJORIE  C.  HOSKINS 
ELLICOTT  CITY,  MARYLAND 

HOSKINS:  My  name  is  Marjorie  Hoskins,  age  59  years.  I have  a 

sister,  Virginia  Nelson,  age  57  years,  and  a brother,  Joseph 
Carruthers,  age  55  years.  Huntington's  disease  became  known  to  the 
Carruthers  family  approximately  35  years  ago,  when  our  mother  was 
diagnosed  as  an  HD  victim.  She  had  been  under  the  care  of  our 
family  physician  for  several  years  for  a nervous  condition  supposed 
ly  caused  by  menopause.  Eventually,  she  was  referred  to  a "special- 
ist" who  made  the  HD  diagnosis.  I will  never  forget  his  saying,  "The 
disease  is  inherited,  but  it  only  appears  every  third  generation,  so 
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you  and  your  brother  and  sister  don't  need  to  worry.  By  the  time 
the  third  generation  is  here,  they  will  have  found  a cure."  Never 
having  heard  of  Huntington's  disease,  we  did  not  question  this  state- 
ment. There  was  no  history  of  Huntington's  disease  in  the  family, 
since  our  grandmother  had  died  at  the  age  of  31  years  of  other 
causes.  She  apparently  had  the  disease,  but  the  symptoms  had  not 
developed.  Our  grandfather  lived  to  be  91  years  old. 

Mother  only  lived  a few  years  after  diagnosis.  Her  death  was 
a result  of  cancer;  secondary  cause,  Huntington's  disease.  During 
those  few  years,  we  felt  the  heartbreak  of  a family  trying  to  cope 
with  a disease  that  they  did  not  understand.  Our  father  could  not 
face  the  day-to-day  problems  that  developed  in  the  3 years  mother 
lived  after  diagnosis.  Although  Dad  was  the  heavy  drinker.  Mother, 
with  her  erratic  movements  and  unsteady  gait,  was  thought  by 
neighbors  and  those  who  did  not  know  her  to  be  the  alcoholic.  This 

was  the  hardest  part  for  us  to  take.  I was  married  and  had  a 7- 

year-old  child,  and  my  sister  was  married  when  Mother  died  at  the 
age  of  51.  Dad  died  the  following  year  at  the  age  of  52  following 
an  automobile  accident.  (Drunk  driving  was  the  cause;  indirectly  HD 
was  the  cause  as  far  as  his  family  was  concerned.) 

They  say  ignorance  is  bliss.  We  thought  we  were  safe,  and 
Huntington's  disease  went  out  of  our  minds.  In  the  ensuing  years, 
my  sister  and  brother  and  I had  children  of  our  own.  When  my 
brother  reached  his  forties,  he  developed  symptoms  of  Huntington's 
disease,  but  it  was  several  years  before  the  doctor  determined  this 

to  be  his  problem.  He  lost  his  job,  and  the  burden  of  providing 

for  the  family  fell  on  his  wife's  shoulders.  I think  the  hardest 
thing  for  him  to  accept  is  the  fact  that  he  can  no  longer  provide 
financially  for  his  family.  I know  it  upsets  him  terribly  to  see 
his  wife  go  out  every  day  and  come  home  dog-tired  to  face  the 
problems  that  HD  has  caused  at  home,  because  now  their  daughter  is 
also  a victim  of  HD;  she  has  been  sick  for  the  past  3 years.  Marilyn 
is  a beautiful  young  woman,  just  25  years  old.  The  disease  has  pro- 
gressed very  rapidly  with  her.  Imagine  the  heartbreak  for  my 
brother,  knowing  that  he  has  passed  this  horrible  disease  on  to  her. 
Since  my  brother's  wife,  Margaret  Carruthers,  is  writing  to  the 
Commission,  I won't  elaborate  on  all  the  problems  and  concerns  that 
she  has  to  face  every  day. 

Several  years  ago,  my  sister  was  diagnosed  as  an  HD  victim. 

She  has  one  daughter,  Cheryl,  who  has  had  surgery  so  that  she  will 
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never  have  children.  My  brother-in-law  is  having  great  difficulty 
in  accepting  my  sister's  condition,  and  his  lack  of  understanding  is 
of  great  concern  to  the  rest  of  the  family. 

Until  we  learned  about  the  Committee  to  Combat  Huntington's 
Disease,  we  knew  very  little  about  the  disease.  They  have  been  a 
great  source  of  information  and  encouragement  for  the  families 
involved.  Several  members  of  our  family  are  active  members  of  the 
Maryland  Chapter. 

I think  one  of  the  greatest  needs  for  HD  victims  is  some  way 
to  make  them  feel  a part  of  society — if  there  was  some  place  where 
they  could  work  and  be  accepted  for  what  they  can  do.  My  brother 
talks  about  his  "war  years"  as  though  they  are  happening  now.  What 
else  can  he  talk  about?  He  had  an  outstanding  career  as  a major  in 
the  Marine  Air  Corps  and  lived  a very  active,  fruitful  life  while  he 
V7as  in  good  health.  His  mind  is  not  as  clear  as  it  once  was,  but  he 
is  still  a very  intelligent  man.  Now  he  is  cooped  up  at  home  and 
has  no  outside  contacts.  Friends  do  drift  away;  the  rest  of  the 
family  who  are  well  must  be  away  at  work. 

One  of  the  greatest  fears  of  all  HD  victims  is  the  fact  that 
some  day  they  v;ill  have  to  be  put  in  a mental  institution,  and  this 
is  a constant  fear  of  the  HD  victims  in  my  family. 

Another  need  is  for  nursing  homes  with  staffs  trained  to  cope 
with  the  many  problems  and  needs  of  HD  patients.  Information  has 
been  passed  on  to  me  by  members  of  the  Maryland  Chapter  of  CCHD, 
Incorporated,  that  many  nursing  homes  do  not  have  staffs  who  under- 
stand the  illness. 

I have  a diagram  of  the  Carruthers  family  tree  circling  in  red 
those  persons  who  have  been  afflicted  with  HD.  Their  offspring 
live  in  dread  that  they  will  be  affected.  We  cling  to  the  hope 
that  one  of  the  research  projects  will  soon  find  a clue  to  this 
baffling  disease.  We  need  more  such  programs;  we  need  better 
control  drugs.  I hope  that  this  Commission  will  understand  our 
needs  and  will  be  able  to  implement  such  programs. 

GUTHRIE:  Do  you  find,  as  time  goes  along,  out  of  these  names 

that  you  just  told  us  about,  that  people  are  beginning  to  talk  more 
openly  about  the  disease? 
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HOSKINS:  Yes,  I do  feel  so.  The  mother  with  the  13-year-old 

child  did  come  to  one  or  two  of  our  meetings,  but  she  was  very  hesi- 
tant, the  first  time  she  came,  to  say  anything.  As  things  have 
deteriorated  in  the  home,  we  have  tried  to  help,  and  she  has  talked 
very  openly.  I think  she  feels  we  are  her  friends  and  we 
understand . 

GUTHRIE:  Well,  the  support  from  each  other  is  vital  and 

important  to  these  people,  as  you  know  and  are  now  demonstrating. 

The  other  thing  that  I'm  interested  in,  we  know  about  Maryland 
having  this  Commission  for  Hereditary  Diseases.  I'm  anxious  to 
ask  somebody,  if  you  can  tell  us,  have  you  had  any  help  or  guidance 
of  any  kind  from  that  Commission? 

HOSKINS:  Well,  not  that  I'm  aware  of,  but  probably  because 

we  haven't  made  an  effort  to  contact  them  for  help. 

GUTHRIE:  We're  interested  in  knowing  what  the  state  can  do  on 

a state  level.  We've  had  a great  deal  of  testimony  today  about  the 
value  of  state  participation,  and  maybe  it's  our  fault  that  we 
haven't  done  enough.  I had  never  realized  this  until  today, 
frankly,  because  of  the  things  we  heard  today. 

STELLAR:  Can  you  state  just  as  clearly  as  you  can  and  in  your 
own  words  what  you  would  like  the  Commission  to  recommend;  what  you 
think  is  most  important,  from  your  point  of  view? 

HOSKINS:  Well,  I feel  that  there's  a great  need  for  services 
to  the  homes.  I don't  know  how  that  could  be  worked  out.  It  seems 
to  me  there  are  families  who  want  to  keep  their  sick  people  at  home 
as  long  as  they  can,  but  for  one  reason  or  another,  it's  very  diffi- 
cult without  outside  help.  In  most  cases,  they  can't  afford  what 
is  available.  I think  that's  one  of  the  very  biggest  needs. 

STELLAR:  Anything  else  you'd  emphasize? 

HOSKINS:  I feel  there  should  be  a lot  more  education.  I think 

that  the  doctors  could  be  better  informed.  My  own  family  doctor  has 
a tremendous  private  practice,  and  he  has  one  HD  patient;  of  course, 
he  knows  I'm  at  risk.  I've  given  him  all  the  material  I can,  because 
he  hasn't  come  into  contact  with  it  that  much. 
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N.  WEXLER:  I think  we've  talked  an  awful  lot  about  what  kind 

of  problems  the  patient  has,  and  the  spouse  of  the  patient,  and  the 
children  of 'the  patient.  But  I'm  just  curious  if  you  could  tell  us 
what  it  feels  like  for  you,  and  what  kinds  of  needs  you  might  have, 
as  a person  who  stayed  healthy,  and  having  your  brothers  and  sisters 
get  sick? 

HOSKINS:  I'm  extremely  thankful.  I feel  like  there's  a lot 

that  I should  be  doing  to  help  my  own  family.  Sometimes  I feel 
there  should  be  more  than  I can  do.  They  know  I'm  in  there  plugging 
for  them  all  I can  and  doing  what  I can  the  best  way  I can,  but... 

N.  WEXLER:  It  seems  to  me  there's  very  special  stress  on  the 
person  who  stays  healthy.  I don't  know  that  we  really  appreciate 
that.  I think  there  must  be  tensions  within  a family  when  you 
have  lots  of  brothers  and  sisters  (Who's  going  to  get  it?  Who 
isn't  going  to  get  it?)  We  talk  a lot  about  what  happens  to  the 
people  who  get  it,  but  not  that  much  about  the  people... 

HOSKINS:  Well,  with  our  own  family,  we  didn't  understand 

about  the  disease.  Our  mother  had  it  and  died  at  the  age  of  52, 
and  we  were  told  it  was  a hereditary  disease  but  not  to  worry  about 
it;  it  only  cropped  up  every  third  generation.  We  really  put  it 
out  of  our  minds.  We  all  went  ahead  and  had  children,  really  in 
ignorance.  Of  course,  until  my  brother  became  ill,  we  just  didn't 
realize  what  it  was  all  about.  We  got  involved  with  the  Committee 
to  Combat  Huntington's  Disease,  and  we've  learned  an  awful  lot; 
we're  much  better  informed  now. 

GUTHRIE:  It's  been  wonderful  to  see  what  I call  the  lucky 

ones.  We  don't  have  enough  of  them.  There  are  a lot  of  lucky  ones 
who  are  glad  to  run  away  and  don't  even  want  to  see  the  members  of 
their  family  who  are  involved.  It's  wonderful  to  see  one  of  you 
lucky  ones  pitching  in  and  working  as  hard  as  you  do. 

HOSKINS:  Thank  you. 

STELLAR:  For  those  of  you  who  came  in  just  a little  late,  I 

should  just  remind  you  that  although  we  don't  want  to  constrain  you 
in  any  way,  we  do  have  long  list  of  speakers,  and  we're  asking  you 
to  stay  within  your  10-minute  limit  as  nearly  as  you  can.  But 
otherwise,  we'd  like  you  to  speak  freely  and  tell  us  what  is  really 
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on  your  mind  and  what  you  recommend.  I'll  call  next  on  Margaret 
Carruthers . 


TESTIMONY  OF 
MARGARET  CARRUTHERS 
SE VERNA  PARK,  f^ARYLAND 

CARRUTHERS:  I'm  Margaret  Carruthers , and  I'm  Mrs.  Hoskins' 

sister-in-law.  My  husband  and  my  daughter  are  both  affected  with 
Huntington's  disease. 

When  I cEune  in,  the  young  woman  said  she  was  advised  to  adopt. 
Well,  you  cannot  adopt  children;  that's  another  punishment  for  having 
Huntington's  disease  in  your  family.  I have  a beautiful  20-year-old 
who  loves  children.  The  only  way  she'll  ever  have  a baby,  if  she 
adopts,  is  to  get  one  off  the  black  market.  I just  have  to  bring 
that  in. 

GUTHRIE:  That's  a good  point. 

CARRUTHERS:  The  doctor  insisted  there  was  nothing  wrong  with 

him;  and  I insisted  that  there  was  something  wrong  with  a man  that 
took  five  tries  to  put  his  shoe  on  the  chair.  We  finally  got  a 
neurologist  from  Rochester,  New  York,  and  he  came  down.  He  had 
worked  with  HD  patients.  He  said,  "Yes,  Joe,  you  have  Huntington's 
disease,"  and  it  was  disastrous.  He  lost  his  job.  That's  why  he 
went  in  for  the  checkup,  because  I knew  something  was  wrong  with 
him.  You  have  to  decide  whether  to  kill  him  early,  or  kill  him 
late,  by  telling  him  he  has  this  disastrous  disease.  So  I decided 
not  to  tell  him  for  a while;  I'd  let  him  live  a little  bit.  But 
he  couldn't  get  a job,  so  it  was  one  or  the  other:  tell  him  he's 
ill  and  that's  why  he's  not  getting  a job,  or  let  him  go  on  beating 
his  head  against  a wall  and  not  get  a job,  because  people  that  knew 
him  could  see  something  was  wrong  with  my  husband. 

My  husband  was  in  the  Marine  Corps  for  14  years  and  9 months. 
When  he  was  involuntarily  forced  out  in  1959,  he  was  a big,  happy, 
handsome,  healthy  man.  He  worked  for  11-1/2  years  for  a company 
who  just  simply  let  him  go;  never  gave  him  a chance  to  find  out 
whether  or  not  he  was  sick. 

Well,  we  went  into  deep  depression  as  far  as  money  was  concerned. 
The  mortgage  company  would  not  pay  my  mortgage  because  I withheld 


6-167 


Washington,  D.C. 


May  20-21,  1977 


the  information  that  he  was  ill  earlier;  what  difference  that  made, 
I do  not  know.  I made  a trip  to  the  commissioner  in  Baltimore, 
telling  him  that  I saw  no  reason  why  they  should  hold  back  my 
payments.  It  took  me  3 years,  ^ years , to  get  my  house  paid  for. 

In  the  meanwhile,  I had  a very  kind  and  understanding  man  at  the 
bank  where  our  mortgage  was  that  would  call  me  and  say,  "Okay, 

Mrs.  Carruthers,  we've  got  to  come  up  with  a whole  payment  this 
month;  next  month  you  can  make  just  the  interest  payment."  While 
this  was  going  on  my  husband  had  an  operation  in  Hopkins;  while 
he  was  getting  ready  to  go  in,  my  daughter  was  upstairs  being 
diagnosed  as  having  Huntington's. 

Financially,  I was  really  getting  destitute,  because  they 
weren't  paying  my  mortgage.  My  phone  bill  was  getting  behind,  and 
my  husband  needed  an  operation.  Quite  frankly,  I really  don't 
know  how  I lived  through  those  years,  except  that  I was  detemined 
that  I was  going  to  take  care  of  my  husband,  I was  going  to  keep 
my  house,  and  this  wasn't  going  to  beat  me.  Eventually,  after  a 
year,  we  picked  up  Social  Security,  and  that  helped,  but  they 
diagnosed  my  daughter  as  having  Huntington's.  She  is  25  years  old, 
and  that's  been  4 years  now.  She  was  in  nurses'  training.  At 
that  time,  Joe  in  Hopkins,  Marilyn  in  Hopkins  being  diagnosed  as 
having  Huntington's.  I was  really  in  desperate  need  for  help. 

I went  to  this  social  worker  in  my  county,  and  I learned  that 
in  order  for  me  to  receive  any  help — when  Joe  first  became  ill,  my 
oldest  daughter  was  at  the  University  of  Maryland,  my  son  was  going 
to  community  college,  and  my  baby  was  like  in  junior  high  school. 

I had  five  dependents,  and  they  told  me  that  I made  too  much  money; 
that  I could  only  make  $3,500  a year  and  have  five  dependents. 

Well,  I wasn't  willing  to  grovel.  I was  much  prouder  than  that. 

And  somehow  I made  it.  But  when  I really  needed  help--my  husband 
and  I both  worked,  and  I was  making  about  $8,500.  This  was  '74 — 
$8,500  didn't  do  anything,  not  when  you  have  two  people  sick  with 
Huntington's.  But  I wasn't  entitled  to  any  help,  and  I am  still 
not  entitled  to  any  help. 

A year  ago,  I guess,  I got  into  deep  depression  again,  and  I 
thought,  "Well,  I work.  I'm  gone  from  the  home  9 hours  a day.  I 
get  very  tired.  No  one  does  anything  for  my  two  except  me."  My 
daughter — I have  to  tend  to  all  her  personal  needs.  I die  while 
I'm  at  work.  Right  now  my  husband  is  at  NIH;  she's  home  alone, 
and  she's  fallen  down  the  steps  several  times,  had  quite  a few  bad 
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accidents.  But  my  hands  are  tied.  There's  nothing  I can  do,  becaus 
if  I'm  going  to  keep  these  people  there,  in  their  own  home,  which  I 
am  determined  to  do , I have  to  leave  her. 

I have  tried  many  times  to  find  something  for  my  daughter  to 
do,  and  I get  very  fired  up.  There  is  money  here  for  the  baby; 
there  is  money  here  for  the  old  folks;  there  is  no  program  in  our 
State  of  Maryland  for  the  young  adult,  whether  she  has  muscular 
dystrophy,  Huntington's  disease,  or  what.  There  is  no  program. 
Nothing.  She  is  vegetating  in  my  home.  Unless  I take  her  out,  she 
does  not  go  out. 

I have  talked  to  many  social  workers  this  spring.  I thought, 

"I  have  to  have  some  help.  I simply  have  to  have  some  help.  I 
cannot  keep  my  house,"  and  I'm  kind  of  an  orderly  person.  Last 
night  at  one  o'clock  the  hutch  went  over  in  the  kitchen:  my 

daughter  decided  to  go  to  the  refrigerator.  I'm  not  entitled  to 
have  anyboay  come  to  my  house  and  help.  They  would  rather  have  me 
put  my  husband  and  my  daughter  in  an  institution  and  perhaps  receive 
help  there.  I don't  want  them  to  go  to  institutions;  I want  to  keep 
them  in  my  home  as  long  as  I possibly  can.  But  there  are  no  funds 
available;  and,  again,  I make  too  much  money  for  help.  My  salary 
this  year  was  the  same  as  what  Congress  gave  themselves  a raise 
for.  I made  $13,000  this  year;  they  got  a raise  of  $13,000. 

There  are  no  programs  whatsoever  to  help  these  people.  The 
social  workers  that  I've  contacted  in  Anne  Arundel  County — I should 
get  in  their  chair,  because  they  need  consolation.  They  are  emo- 
tionally disturbed.  They  have  many  more  problems  than  I do,  and  I 
end  up  coming  away  feeling  sorry  for  this  person.  This  person  has 
no  conception  of  what  Huntington's  disease  is.  Most  doctors  have 
none. 


My  daughter  Marilyn  was  born  at  Emory  University  in  Atlanta, 
a very  fine  place.  When  I went  to  this  obstetric  group  there — my 
mother-in-law  was  always  in  the  back  of  my  mind — I said,  "My  mother- 
in-law  had  Huntington's  just  recently,"  "Oh,  well.  That's  all 
right.  Nothing  to  worry  about. " Each  obstetrician  that  I had--God 
is  my  witness — I brought  this  up  to,  and  each  one  said,  "Don't 
worry  about  that,"  or  I would  never  have  had  these  children.  I'm 
sure  my  husband  feels  twice  as  bad  as  I do,  because  he  has  the 
disease.  The  doctors  need  education;  we  need  education. 
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When  my  husband  was  in  Hopkins,  this  young  man  came  from  the 
neurology  department,  saw  me,  and  said,  "Is  your  husband  always 
that  nervous?"  I said,  "Of  course  not.  He  has  Huntington's 
disease."  He  said,  "What's  Huntington's  disease?"  and  I was  mad 
as  hell.  I said,  "I  suggest,  young  man,  that  you  go  find  out  what 
Huntington's  disease  is."  The  anesthetist  came  in  and  the  same 
thing  happened.  If  he  goes  to  the  dentist,  "Be  still.  We've  got 
to  take  X-rays."  No  one  knows  anything  about  Huntington's.  My 
own  GYN  man,  who  I've  been  going  to  for  25  years — I've  had  to 
educate  him.  I've  had  to  beg  him,  "Don't  let  these  young  people 
come  here  without  some  kind  of  genetic  counseling."  I'm  preaching 
genetic  counseling  to  all  young  couples  that  I know,  because  I 
think  it's  a good  idea. 

Our  whole  family  eventually  ended  up  at  the  genetic  clinic  in 
Hopkins.  They  were  very  good  to  us,  very  kind  to  us.  They  coun- 
seled my  children  not  to  have  children,  and  they  feel  that  they 
will  not  have  children.  My  son,  who  is  25  years  old,  won't  even 
get  emotionally  involved  with  a girl  because  of  this  disease.  My 
youngest  daughter  did  get  married,  and  this  young  man  knows  the 
problems  we  have . 

My  biggest  request  is  some  kind  of  day  care  center  for  my 
daughter  Marilyn.  It  is  not  quite  fair  that  funds  can  be  found 
here  and  there  for  everything  else.  Of  course,  something  like  this 
would  not  help  my  daughter  alone;  it  would  help  a lot  of  other  young 
people . 

Rehabilitation.  Rehabilitation.  It's  the  biggest  laugh  I've 
ever  seen.  My  daughter  has  been  crushed  many  times.  She  was  in 
nurses'  training,  and  they  let  her  go  because  of  dexterity.  She 
was  a very  intelligent  girl  (an  A-B  student) , and  began  studying 
to  be  a veterinarian.  But  when  Dad  lost  his  job,  she  would  not  go 
to  college  anymore — she  would  not  give  us  this  responsibility. 

When  I went  and  applied  for  Social  Security  for  her,  she 
insisted  she  go.  I couldn't  say,  "No.  I'm  not  going  to  take  you 
there."  So  she  goes  to  this  very  unqualified  young  man  who  I'm 
quite  sure  didn't  look  into  the  fact  that  she  had  Huntington's 
disease;  and  if  he  did,  he  didn't  bother  to  find  out  what  Huntington's 
was.  I took  her,  thinking,  "This  is  another  blow  to  my  poor  child." 
Well,  it  was.  She  came  out  happy  as  a jaybird.  She  said,  "Oh, 

Mother.  He  thinks  I'll  make  a wonderful  lab  technician.'"  Now,  this 
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is  a child  who  cannot  button  her  buttons.  I could  have  cried.  I 
thought,  "This  is  the  coldest  thing  anyone  has  ever  done."  I 
can't  hover  over  her  like  a mother  hen.  I can  keep  her  from  harm- 
ing herself,  but  until  the  day  comes  when  she  is  no  longer  able  to 
take  care  of  herself,  she  still  has  to  be  given  the  opportunity  to 
make  some  decisions. 

I've  been  luckier  than  a lot,  because  I have  been  able  to 
make  it.  Other  people  are  not  quite  as  fortunate.  Only  through 
sheer  determination — I did  it  all  by  myself.  I didn't  have  any- 
body to  help  me--no  one. 

STELLAR:  You've  given  us  a very  dramatic  picture  of  the 

problems  which  we  are  dealing  with,  and  we've  heard  from  other 
people,  not  always  as  well  as  you've  portrayed  it.  You  certainly 
brought  your  points  across,  and  they're  real  concerns  for  us. 

CARRUTHERS : There's  one  other  thing.  You  have  not  met 

prejudice  until  you  have  a mental  disease,  a neurological  disease. 
You  have  no  idea  what  it  is . 

STELLAR:  Thank  you  very  much.  Is  Anna  Sherwood  here? 

TESTIMONY  OF 
ANNA  B.  SHERWOOD 
BALTIMORE,  MARYLAND 

SHERWOOD:  I am  the  wife  of  a victim  of  Huntington's  disease. 

I was  married  only  a few  years  when  I realized  my  husband  was  what 
some  would  call  a hopeless  alcoholic.  My  life  became  a living  hell. 
Twice  I came  close  to  ending  my  own  life,  but  feel  my  faith  in  God 
helped  me  to  retain  my  sanity  and  hang  in.  After  17  years,  my 
husband,  with  the  help  of  A. A.,  became  a sober  alcoholic.  After 
4 years,  we  felt  we  had  lived  through  one  of  the  most  trying  experi- 
ences life  could  offer.  We  began  to  get  back  on  our  feet,  mentally, 
spiritually,  and  financially.  We  gained  a new  love  and  respect  for 
each  other. 

It  is  my  firm  belief  that  God  was  preparing  us  for  the  real 
test.  In  November  1969,  the  doctor  told  us  my  husband  had  Huntin- 
ton's  disease.  This  was  the  first  time  we  had  ever  heard  of  it.  We 
later  learned  that  this  is  what  his  mother  died  from,  and  that  his 
grandmother,  also  a Huntington's  disease  victim,  had  hung  herself  in 
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the  Harrisburg  State  Hospital.  Dr.  Mose  said  to  me,  "I  will  not 
lie  to  you.  It  is  not  a pretty  disease.  You  are  in  for  a rough 
time.  You  will  need  all  the  courage,  faith,  and,  above  all,  patience 
that  you  can  muster.  You  are  going  to  need  all  you  can  gat."  If 
my  husband  would  have  started  to  drink  again,  I could  not  have 
blamed  him  one  bit.  He  has  now  had  12  years  of  sobriety. 

Now  I watch  him  regress  to  a childlike  being.  I have  seen 
him  cry  trying  to  open  a cereal  box,  swear  up  a storm  (which  he  was 
not  in  the  habit  of  doing  before)  trying  to  pick  up  a dropped  pill. 

The  frustration  they  go  through  is  almost  beyond  endurance. 

My  daughter  was  trying  to  be  brave  about  it,  but  it  has  taken 
its  toll  on  her,  although  as  yet  she  shows  no  symptoms  of  Hunting- 
ton's disease.  She  had  to  take  a semester  off  from  college  but  did 
return  to  graduate.  She  looked  for  an  answer  in  church  work,  but 
could  not  find  it  in  our  church.  Her  frame  of  mind  made  a perfect 
target  for  the  Children  of  God.  She  left  her  job  and  went  to 
Canada.  After  3 months,  she  came  home  penniless,  distraught,  and 
pregnant.  She  lived  in  a shell  until  her  daughter  was  born.  Today 
she  still  has  no  social  life — home  for  dinner  with  us  or  to  go 
shopping  with  me  occasionally,  that  is  all.  When  we  are  together, 

I am  sure  she  must  notice  me  watching  her  now  and  then  for  Hunting- 
ton's disease  signs  as  we  first  detected  them  in  her  father. 

As  the  sole  support  of  the  family,  I must  work.  You  must  be 
aware  how  some  days  things  just  do  not  go  right.  You  would  love  to 
come  home,  relax,  and  get  some  rest.  For  us  this  is  impossible. 

You  cry  yourself  to  sleep  at  night;  you  pray  morning,  noon,  and 
night  for  a cure,  that  your  children  will  be  spared,  and  that 
eventually  it  will  be  wiped  out.  There  is  so  much  to  be  done,  and 
yet  you  are  unable  to  give  the  time  you  would  like.  You  go  to  work 
knowing  you  should  be  home  looking  after  them,  but  you  cannot. 

At  work  you  always  fear  that  a message  will  come  of  some  accident. 

The  deep  depressions  they  experience  are  unbelievable.  The  last 
one  my  husband  had,  he  loaded  his  rifle  and  was  going  to  shoot 
himself.  The  next  day  I was  so  tired  from  no  rest  and  upset;  I 
was  sent  home  with  eight  stitches  in  my  hand  and  two  in  my  arm. 

I was  careless;  my  mind  was  not  on  my  work. 

How  do  we  take  care  of  these  people  when  they  can  no  longer  be 
treated  or  cared  for  at  home?  By  this  time  your  savings  are  gone, 
if  you  ever  had  any  to  begin  with.  Nursing  homes  can  not,  or  will  not 
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take  them;  and  besides,  who  can  afford  one?  Veterans'  hospitals 
accept  only  veterans,  and  only  in  the  terminal  stage.  To  me,  this 
would  appear  the  easiest  part--you  just  keep  them  clean  until  they 
starve  to  death.  CCHD  has  been  a blessing.  After  an  evening  there, 
listening  to  others  you  feel  a real  kinship  with  these  people. 

Some,  like  me,  go  home  ashamed  of  the  self-pity  you  begin  to  in- 
dulge in;  others  are  far  worse  off;  some  with  anywhere  from  4 to 
12  children,  all  potential  (some  already)  victims. 

Ladies  and  gentlemen,  we  need  help  now.  This  disease  is 
spreading.  I learned  just  last  week  of  two  more  families  right 
in  my  own  neighborhood,  one  only  three  blocks  away.  Is  it  really 
a "rare"  disease?  I doubt  this  very  much.  It  is  spreading  not 
only  because  of  public  ignorance,  but  ignorance  within  the  medical 
professions.  This,  I feel,  is  deplorable  and  must  be  rectified  at 
once.  Please  help  us  so  we  may  help  others.  God  bless  and  guide 
you.  Thank  you. 

STELLAR:  Thank  you  very  much.  I'll  call  on  Dorothy  Kennard. 


TESTIMONY  OF 
DOROTHY  KENNARD 
GLEN  BURN IE,  MARYLAND 

KENNARD:  I'm  Dorothy  Kennard,  and  my  husband  was  Elmer  Bosnell. 

He  is  deceased,  and  I have  remarried.  I have  six  children  that  are 
at-risk  patients.  I did  not  know  that  he  had  it.  No  one  in  his 
family  will  still  acknowledge  that  it  is  in  the  family.  I've 
noticed  some  of  his  family  have  symptoms,  and  none  of  them  will  be- 
lieve me  or  do  anything  about  it.  They  won't  even  talk  to  me;  they 
haven't  talked  to  me  since  he  died.  So  I have  a problem  there.  I 
had  an  awful  time  trying  to  find  out  his  background  in  1970,  when 
he  was  found  to  have  it. 

We  had  just  moved  to  a brand  new  home.  My  baby  was  born  3 
weeks  after  we  moved  into  the  new  home  (he  was  born  in  August,  and 
we  had  moved  into  the  home  in  July) . In  October  my  husband  was 
found  to  have  it  when  he  started  shaking  and  falling  and  losing  his 
balance,  and  then  he  started  crying  spells.  He  would  go  into  these 
crying  spells  automatically,  not  knowing  what  was  the  matter.  He 
would  get  very  depressed,  and  it  scared  him.  He  was  always  nervous. 

I had  16  years  of  hell  with  him.  He  beat  us,  tore  the  home  apart. 
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I had  him  to  psychiatris ts--I ' d leave  him,  and  I would  come  back 
twice  after  he  would  go.  But  he  would  get  to  a certain  point  in  his 
life,  and  he  would  stop  going.  The  last  time  I left,  I stayed  away 
9 months.  I finally  convinced  him  to  go  to  a psychiatrist,  and  he 
went  for  about  3 months;  they  said  they  could  find  nothing  wrong. 

He  said  he  was  very  depressed  in  the  city,  so  we  moved  to  the 
country.  He  found  out  then  after  we  moved  that  he  had  Huntington's. 

In  November,  around  Thanksgiving,  he  had  a very  bad  spell.  I have 
never  seen  him  so  violent.  I called  our  doctor.  Dr.  Herndon,  and 
he  said  he  would  have  him  put  in  the  hospital.  He  asked  me,  "Do  you 
have  any  money,  pension  or  anything,  that  would  pay  for  it?"  I told 
him  all  we  had  was  Blue  Cross  and  Blue  Shield,  because  my  husband 
worked  for  the  city  fire  department.  He  said,  "What  I'll  do  is  see 
if  I can  get  him  into  the  VA  hospital,"  because  he  is  a veteran.  He 
was  in  the  Navy  for  4 years. 

Three  days  before  Christmas  he  got  him  into  the  VA  hospital. 

He  stayed  until  February,  when  he  came  home.  After  being  home  just 
a few  days,  he  took  an  overdose  of  pills,  because  somehow  he  had 
gotten  an  inkling  of  what  he  had,  and  he  was  scared.  He  was  in  a 
coma  and  delirious  for  7 days.  We  went  to  North  Arundel,  and  even 
though  I told  them  he  had  Huntington's,  they  said  they  did  not  know 
what  was  wrong  with  him.  They  knew  nothing  about  Huntington's. 

They  kept  giving  him  drugs,  because  he  was  getting  violent  and 
throwing  himself  around.  They  were  tying  him  down.  He  had  a 105- 
degree  temperature.  When  he  took  the  overdose,  I did  not  know  it 
until  the  next  morning,  when  he  had  gotten  double  pneumonia.  They 
had  to  put  a tube  into  his  throat.  That  hospital  really  messed  him 
up,  so  they  took  him  back  to  the  VA  hospital.  He  was  there  2 days ; 
they  took  all  medicine  away  from  him,  and  he  came  out  of  it  beautiful. 
He  stayed  there  until  June. 

He  came  home  from  there,  and  he  was  really  nice;  he  was  in 
good  shape.  He  was  home  about  3 months  when  he  got  upset  again  and 
became  very  depressed.  We  had  to  put  him  back  in  again.  So  he  came 
home  again  in  November,  he  was  home  a few  days,  and  anything  at  all 
would  upset  him.  When  he  found  out  that  the  fire  department  was 
going  to  retire  him  because  he  could  hardly  walk  now, (he  was  getting 
very  bad) , he  deteriorated  very  fast.  Dr.  Herndon  told  me  3 years, 
and  this  was  only  a year  and  a half.  He  was  so  bad — he  was  falling, 
he  could  hardly  talk,  prunes  and  liquid  became  his  diet.  He  knew  ne 
was  getting  bad. 
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So  I did  get  him  to  go  back  into  the  hospital  until  January. 

At  that  time  of  year  it's  very  depressing.  He  loved  Christmas,  and 
being  in  the  mental  hospital--as  much  as  the  VA  helped  him,  it  did 
not  help  him,  because  there  was  no  place  for  these  patients.  He 
was  put  in  with  the  mental  patients.  He  was  locked  up  when  he  got 
violent,  and  that  frightened  him  very  bad.  In  January  they  let  him 
out  for  a while.  When  he  came  home  he  said,  "I  am  not  going  back. 

I refuse  to  go  back  to  that  place.  It's  all  nuts  up  there,  and  I'm 
not  a nut."  We  began  going  to  the  psychiatrist  every  week;  we 
traveled  back  and  forth  to  the  VA  hospital,  and  we  would  talk 
about  our  problems  and  come  home. 

Things  in  the  home  were  really  getting  terrible.  He  would  beat 
our  oldest  daughter,  whom  he  loved  the  most.  I was  working.  I had 
gone  to  work  one  day  and  just  had  a weird  feeling  all  day.  When  I 
came  home  my  children  said,  "Daddy  took  a ride."  "Where  did  he  go?"  I 
I asked?"  They  said,  "We  don't  know."  Well,  he  was  depressed  when  I 
left;  he  was  angry  with  me,  or  something.  He  wouldn't  talk  to  me. 

I still  to  this  day  don't  know  why.  What  he  had  done  was  drive  out 
to  Day  Bridge,  got  to  the  middle,  stopped,  jumped.  Well,  he  was 
gone  for  12  weeks.  I knew  he  was  gone.  They  told  me  it  was  almost 
impossible  for  anybody  to  walk.  They  have  police  every  6 minutes 
going  both  ways.  They  dragged,  they  had  helicopters,  they  had  every- 
thing, and  they  could  not  find  him. 

It  was  April  7th.  My  insurance  was  about  run  out.  The  pension 
that  the  fire  department  made  him  take  was  going  through  the  fire 
department.  They  couldn't  pension  him  because  they  didn't  know  if 
he  was  dead  or  alive.  Everything  was  going  crazy.  Just  3 days 
before  the  pension  was  to  begin  and  the  pay  was  to  stop  from  the 
fire  department — and  I wouldn't  be  able  to  get  the  pension — just 
about  the  time  there  would  be  no  money  at  all  coming  in,  his  body 
was  found.  That  was  just  the  grace  of  God,  believe  me.  There  was 
a violent  storm  that  Sunday,  and  it  brought  him  up.  He  was  hooked 
on  something  underneath,  for  there  wasn't  a mark  on  him.  I had  a 
closed  casket,  of  course,  because  of  all  that  time. 

By  luck,  I got  all  my  money.  I had  to  fight  for  the  insurance, 
but  they  gave  it  to  me.  Because  he  committee  suicide,  they  weren't 
going  to  pay  me.  The  pension  came  through — I had  help  there  because 
I had  some  members  pulling  for  me  in  the  fire  department — and  with  the 
the  six  children,  that  helped.  They  knew  I wasn't  going  to  fool 
with  it. 
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After  he  died,  I told  my  children  what  it  was.  I never  hid 
the  fact  of  what  was  going  on  from  any  of  them.  But  sometimes  I 
wonder  if  I did  right.  My  four  older  children  are  very  mixed  up 
and  having  a lot  of  problems.  I've  had  all  of  them  to  the  National 
Institutes  getting  tests.  They  entered  a research  program  and  were 
into  that.  My  little  boy  (he's  11  now,  but  was  only  6 at  the  time 
of  my  husband's  death)  was  so  emotionally  disturbed  that  a couple 
of  months  after  his  death  I had  to  take  them  all  to  Hopkins.  They 
were  receiving  treatment  there,  but  I couldn't  afford  to  keep  up 
the  payments.  They  said  they  did  not  know  if  tlTere  was  a nonpaying 
program  to  give  them  treatment.  The  three  girls  were  so  messed  up, 
they  got  mixed  up  in  drugs;  they  have  gotten  into  all  kinds  of 
trouble.  I was  working  and  could  not  be  home  with  them.  My  neigh- 
bors would  not  tell  me;  they  didn't  want  to  upset  me  any  more.  They 
should  have  told  me  so  I could  have  corrected  it.  My  mother  could 
not  come  down  with  them.  I had  no  in-laws  to  help  me. 


Like  I say  to  this  day,  I think  you  need  mostly  someone  to 
come  into  the  home  when  the  mother  has  to  work  and  the  children  are 
young.  You  need  someplace  to  put  them  when  they  get  sick  (that  is, 
the  Huntington's  patients)  for  just  them,  because,  as  I said,  the 
mental  hospital  upset  him  to  a point  where  he  killed  himself.  Let 
people  on  the  outside  know  about  it;  give  them  the  facts  about  it. 
If  my  in-laws  would  only  come  out  and  help  me  and  help  themselves. 
They  want  nothing  to  do  with  it,  and  they  will  not  even  talk  to  me 
about  it.  But  I think  the  main  part  is  having  help  in  the  home 
and  having  some  kind  of  place  that  gives  care  to  children  when  they 
go  through  a strain  like  this,  so  it  would  not  cost  them  an  arm  and 
a leg . 


GUTHRIE: 

KENNARD : 

GUTHRIE: 

KENNARD : 
about  it. 


Did  your  husband  have  any  brothers  or  sisters? 

He  has  four  sisters  and  another  brother. 

Do  they  know  what's  going  on? 

Yes.  I've  told  them,  but  they  refuse  to  talk  to  me 


GUTHRIE:  Are  they  all  well? 
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KENNARD:  You  know,  to  this  day  they  have  yet  to  offer  me  any 
money,  bread,  or  even  to  call  to  see  if  the  children  are  well.  I 
have  yet  to  receive  a call  from  them.  And  they  have  it,  believe  me. 

GUTHRIE:  Where  do  they  live? 

KENNARD:  Right  down  in  Glen  Burnie. 

STELLAR:  Anyone  else  have  any  questions?  Nancy? 

N.  WEXLER:  When  you  took  your  children  for  some  kind  of  coun- 

seling and  you  couldn't  keep  up  the  payments , 'did  they  make  any 
suggestions  to  you,  either  to  cut  the  price,  or  to  send  you  to  a 
community  mental  health  center,  or  just  somebody  who  could  keep 
working  with  your  kids. . . 

KENNARD:  I had  taken  them  to  a community  health  center  before. 

The  one  they  sent  me  to,  my  children  did  not  like  the  lady  and 
would  not  talk  to  her,  and  they  said  they  had  no  one  else  they  could 
give  me.  At  the  hospital,  he  said  maybe  they  could  cut  the  cost 
a little  bit . . . 

STELLAR:  Was  any  money  required  from  the  community  health 

center? 

KENNARD:  That  wasn't  a problem. 

STELLAR:  Thank  you  very  much'  for  your  help.  Is  Marion 

Robertson  here?  Please  come  up. 

TESTIMONY  OF 
MARION  ROBERTSON 
ADMINISTRATIVE  ASSISTANT 
MARYLAND  COMMISSION  ON  HEREDITARY  DISORDERS. 

ROBERTSON:  I'm  the  Administrative  Assistant  to  the  Maryland 

Commission  on  Hereditary  Disorders.  Mr.  Abel,  who  is  our  Chairman, 
couldn't  come  tonight  because  he's  completely  lost  his  voice.  I 
talked  to  him  about  five  o'clock  and  he  was  whispering.  Anyway, 
he  asked  me  to  convey  his  greetings  to  you.  I was  asked  to  tell 
you  a little  bit  about  the  Maryland  Commission  on  Hereditary  Dis- 
orders. The  Charter  of  the  Commission  reads  in  part: 
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"The  General  Assembly  finds  and  declares  that  medical  knowl- 
edge concerning  the  identification  and  diagnosis  of  different 
hereditary  disorders  and  the  treatment  and  cure  of  different 
hereditary  disorders  is  rapidly  expanding,  often  at  an  uneven 
rate.  This  results  in  the  discovery  and  identification  of  hered- 
itary disorders  long  before  treatment  or  cure  for  such  disorders 
can  be  found. 

"It  finds  that  the  specific  legislation  designed  to  alleviate 
the  problems  associated  with  specific  hereditary  disorders  may  tend 
to  be  inflexible  in  the  face  of  rapidly  expanding  medical  knowledge. 

"It  further  finds  that  the  state  policy  regarding  hereditary 
disorders  should  be  made  with  full,  public  knowledge,  in  light  of 
expert  opinion,  and  should  be  constantly  reviewed  to  consider 
changing  medical  knowledge  and  insure  full  public  protection.  The 
legislature  finds  it  necessary  to  establish  a Commission  on  Hered- 
itary Disorders." 

The  Commission  is  composed  of  eleven  members;  five  ex  officio 
members  representing  the  department  of  health.  Of  the  eleven  voting 
members,  four  are  physicians  who  are  knowledgeable  in  the  diagnosis 
and  treatment  of  hereditary  disorders.  We  have  one  delegate  and 
one  senator  representing  the  two  houses  of  the  state  legislature. 

The  others  are  lay  members  appointed  by  the  Governor.  The  Commission 
has  met  monthly  since  January  of  1974,  except  for  summer  vacations. 
It's  had  as  its  first  task  self-education  and  has,  therefore,  de- 
voted many  meetings  to  listening  and  to  learning.  It  has  learned 
about  the  problems  that  hemophiliacs  have  with  treatment,  the 
difficulty  that  sickle  cell  anemia  patients  have,  and  the  great 
tragedy  of  Huntington's  and  what  it  means  to  be  a carrier  of  these 
and  other  hereditary  disorders.  It  has  also  listened  and  learned 
about  great  medical  advances.  It  has  listened  and  learned  about 
the  less  dramatic  but  yet  very  significant  advances,  such  as  new 
testing  procedures  for  specific  and  sometimes  very  rare  metabolic 
disorders . 

I don't  mean  to  imply  that  the  Commission  is  just  sitting  and 
listening  like  Ferdinand,  who  sat  and  smelt.  It  has  also  done  a 
number  of  things.  For  example,  one  thing  it  has  done  is  to  estab- 
lish relationships  with  specific  groups,  such  as  yours,  interested 
in  specific  hereditary  disorders.  We  talked  to  the  Hemophilia 
Foundation,  the  Maryland  Association  of  Retarded  Citizens', 


6-178 


Washinqton,  D.C. 


May  20-21,  1977 


et  cetera.  It  has  revised  the  state's  PKU  regulations  to  put  them 
in  compliance  with  the  law  that  created  us,  which  meant  havina  the 
law  that  mandated  the  PKU  testing  repealed  to  make  the  screening 
voluntary,  which  w=»s  the  law  that  created  us.  We  had  to  make 
screening  mandatory  with  informed  consent. 

The  Commission  has  been  discussing  lately  in  detail  the  pros 
and  cons  of  screening  fo’"  sickle  cell  anemia  and  hemoglobin,  and 
soon  will  be  ready  to  propose  minimum  regulations  for  programs 
screening  for  these  conditions  and  those  which  screen  as  well  for 
carriers  of  these  conditions.  The  regulations  will  be  given  full 
public  hearings  before  aoing  into  effect.  However,  the  Commission 
has  already  talked  at  length  to  people  who  are  knowledgeable  about 
the  screening  in  an  effort  to  incorporate  their  ideas  and  their 
knowledge  and  their  advice  from  the  very  beginning. 

Most  recently,  the  Commission  was  able  to  act  quickly  and 
efficiently  on  a proposal  made  to  the  state  laboratory  to  expand 
its  testing  program  to  include  a test  for  thyroxin,  or  T4 . The 
results  of  that  test  can  lead  to  a diagnosis  of  hypothyroidism, 
which,  if  treated  early,  can  prevent  mental  retardation.  While  the 
causes  of  hypothyroidism  are  not  always  hereditary  in  origin,  the 
newly  developed  tests  can  be  run  in  tandem  with  the  PKU,  using  the 
same  blood  sample.  The  state  lab  referred  the  proposal  to  the 
Commission,  which  was  able  to  gather  up  a committee  of  experts  in 
the  field,  its  own  experts,  and  some  interested  lay  people.  The 
committee  decided  the  T4  testing  was  worthwhile  costwise  and 
otherwise.  It  then  worked  out  the  details  of  a pilot  program  which 
included  reconvening  the  committee  after  several  months  to  evaluate 
and  restructure  if  it  was  necessary. 

The  health  department  accepted  the  recommendations  of  the 
committee,  and  the  pilot  program  will  be  starting  soon.  The  informed 
consent  will  be  obtained  right  along  with  the  PKU,  and  they  also  do 
MSUD  testing.  Participation  will  be  voluntary,  although  we  find  very 
few  refuse.  Best  of  all,  the  whole  process  took  only  a few  months 
this  winter.  It  was  relatively  painless,  and  a new  law  didn't  have 
to  be  lobbied  through  the  legislature. 

As  for  our  future,  we  don't  specifically  know  what  we  will  be 
dealing  with  in  discussing  even  next  year  and  how  our  paths  will 
cross  with  yours.  We  hope  that  you  understand  that  our  mandate  is 
different  than  yours,  since  we  must  think  of  all  hereditary 
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disorders.  We  are  doing  our  best  to  provide  balanced  advice  to  the 
state.  At  the  same  time,  we  try  to  help  the  individual  programs 
find  some  of  the  answers  to  their  needs  from  existing  resources 
within  the  state.  We  have  been  watching  your  Commission  with 
interest  and  will  be  anxious  to  hear  your  recommendations.  If  and 
when  a screening  test  and  treatment  for  Huntington's  become  avail- 
able, we  will  be  ready  to  consider  how  they  could  fit  into  the 
Maryland  scene.  We  thank  you  for  the  opportunity  to  come,  and 
we  wish  you  well. 

GUTHRIE:  Marion,  we  have  been  discussing  and  trying  to  get 

similar  hereditary  commissions  in  other  states,  using  yours  as  a 
model.  I would  point  out  that  we  are  interested  in  more  than  just 
Huntington's  disease,  even  to  you. 

ROBERTSON:  I know  that. 

GUTHRIE:  I want  to  make  sure  that  that  is  understood.  I 

think  that  what  you  have  done  is  important  in  giving  the  people  in 
Maryland,  when  the  time  comes,  a place  to  go  which  will  speak  for 
them  at  a level  that  will  be  experienced  and  knowledgeable  about 
what  you  do  when  we  do  have  something  to  offer.  In  that  sense 
you  are  already  leading  and  playing  the  role  of  advocacy.  That 
is  very  important:  organized  advocacy.  I think  this  is  very 

important,  a very  good  model,  and  I hope  that  you  will  continue. 

The  only  thing,  as  you  are  listening  today  to  the  problems  of  the 
people  from  your  state,  you  might  take  back  some  of  their  stories 
and  think,  "What  can  we  do  for  some  of  these  people?" 

ROBERTSON:  I have  been  making  notes  already. 

GUTHRIE:  Good.  Good. 

ROBERTSON:  I would  be  happy  to.  We  did  talk  to  all  of  you  at 

one  point,  but  we  kind  of  get  bogged  down  sometimes  in  our  own  little 
sickle  cell  screening  and  this  and  that.  So  it  is  good  to  keep 
things  going. 

N.  WEXLER:  How  do  you  determine  the  priorities  of  what  you 

do  look  into? 

ROBERTSON:  Well,  part  of  it  is  what  we  can  afford,  and  that 

is  very  little,  because  they  almost  cut  us  out  this  year.  There 
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were  two  bills  in  the  legislature  to  eliminate  us,  too,  as  very 
little  is  affordable. 

SCHACHT : How  are  you  funding  the  hypothyroidism  program? 

ROBERTSON:  That's  going  to  cost  very  little.  Is  that  what 

you  asked? 

SCHACHT:  Yes.  But  the  equipment  is  very  expensive. 

ROBERTSON:  The  equipment  is  already  there  from  the  PKU.  The 

state  has  it.  It  means  getting  new  reagents,  apparently,  which  are 
expensive,  I gather.  They  figure  that  if  even  finding  a few  cases 
would  eliminate  those  children  having  to  be  cared  for  in  an  insti- 
tution, it  would  save  the  cost  of  it. 

GUTHRIE:  I would  like  to  make  one  more  recommendation,  if  I 

may.  On  the  basis  of  the  testimony  and  the  kinds  of  things  you  are 
hearing  today,  is  it  possible  at  all  for  your  Commission  to  take  a 
position  on  a state  level  for  some  of  the  centers  or  possible  ideas 
that  might  alleviate  some  of  the  problems  that  these  people  are 
talking  about?  Do  you  think  you  might  be  able  to  take  a leading 
role  in  helping  these  people? 

ROBERTSON:  The  Commission  is  empowered  to  investigate  dis- 

crimination because  of  a hereditary  condition  or  a hereditary  dis- 
order, which  some  of  it  kind  of  is,  it  seems  to  me;  so  they  should 
be  able  to. 

GUTHRIE:  Earlier  in  the  day,  before  you  came  in,  I asked  one 

of  the  witnesses  if  she  had  been  in  touch  with  your  Commission, 
and  she  said  she  hadn't.  So  here,  is  an  opportunity,  people,  to 
get  together  and  try  to  pursue.  You  have  an  advocacy  on  a state 
level.  That  is  very  important  and  should  be  utilized. 

ROBERTSON:  This  is  one  of  the  problems  we  haven't  done  much 

about--educating  the  people  to  the  fact  that  we  are  there,  and  are 
there  to  help  them. 

N.  WEXLER:  That  is  why  I was  asking  about  priorities.  You  can 

be  besieged  with  groups  asking  for  various  programs.  If  the  dele- 
gation of  Maryland  groups  came  to  you  and  gave  some  presentation 
of  what  they  saw  as  their  needs,  do  you  have  some  mechanism  where 
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you  would  give  it  a date,  an  agenda,  a hearing,  whatever,  and 
develop  a program? 

ROBERTSON:  They  can  come  any  time.  They  could  call  up  on  the 
phone  and  say,  "We've  got  this  problem."  We  would  be  delighted. 

GUTHRIE:  And  you  could  go  to  the  state  agencies  that  exist 

and  see  what  you  can  do  on  a level  on  which  they  couldn't  do  as 
private  individuals. 

STELLAR:  Thank  you  again. 

TESTIMONY  OF 
NANCY  LOGAN 
SPRINGFIELD,  VIRGINIA 

LOGAN:  I believe  my  father  lived  approximately  3 years  with 

Huntington's  disease.  Six  years  ago  he  died,  at  the  age  of  56.  He 
was  first  diagnosed  as  having  HD  at  Tucker's  Neurological  Hospital 
in  Richmond,  Virginia.  They  weren't  absolutely  sure  because  of  the 
absence  of  the  history  of  HD  in  my  family.  My  grandparents  died  in 
their  mid  eighties  without  ever  having  it.  None  of  my  other  rela- 
tives have  ever  had  it  either.  For  years  we  thought  my  father  was 
just  extremely  nervous. 

When  I was  a small  child,  I remember  my  father  was  always  very 
irritable  and  would  go  into  a violent  rage  at  the  slightest  provo- 
cation. He  would  beat  me  terribly  with  his  strap  sometimes,  even 
in  the  middle  of  the  night.  There  were  also  terrible  fights  between 
my  parents.  I lived  in  constant  fear  that  one  of  them  would  be 
killed.  Each  day  I would  rush  home  from  school  to  intervene  in 
the  battles.  Sometimes  my  father's  employment  would  require  him  to 
be  away  from  home  for  several  weeks  at  a time,  and  I was  always 
happy  to  see  him  leave  on  these  trips.  Strangely  enough,  he  managed 
to  conceal  his  condition  in  front  of  acquaintances,  but  was  a com- 
pletely different  personality  at  home. 

When  I finished  school,  I moved  away  from  home  but  visited 
often.  Later  I married  and  moved  a long  distance  away,  which  made 
it  impossible  to  see  my  parents  very  often.  Once  when  I came  home 
my  mother  told  me  that  my  father  was  drinking  heavily  =»nd  staying 
out  all  night.  He  was  having  severe  neurological  oroblems  with  HD 
then,  but  I attributed  them  to  his  heavy  drinking.  Finally,  my 
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rather  so  distraught  that  his  emplr»yer  sent  him  to  Tucker's 

!!ospital.  He  was  handcuffed  and  taken  away  from  work.  My  mother 
informed  me  tha^  "'v  father  tore  the  clothes  from  her  body,  and  she 
would  hide  in  the  woods  each  night  to  get  away  from  him.  Sometimes 
he  would  hold  a gun  to  her  head,  then  turned  to  a knife.  Doctors 
suggested  that  he  be  sent  to  a mental  hospital  for  the  remainder  of 
his  life,  as  nothing  could  be  done.  He  was  transferred  to  a state 
mental  hospital  in  Richmond.  My  father  hated  it  there,  as  he  was 
given  the  task  of  scrubbing  floors.  His  personal  hygiene  was  ne- 
glected, he  wasn't  shaved,  and  his  teeth  were  never  brushed.  Also, 
many  of  his  clothes  were  stolen. 

After  about  3 weeks  he  was  sent  home  along  with  a letter 
stating  that  they  weren't  convinced  he  had  HD  and  there  wasn't 
really  too  much  wrong  with  him.  He  was  sedated  with  Thorazine.  So 
then  my  mother  took  care  of  him  under  primitive  conditions,  as  she 
was  living  in  a rural  area  of  Virginia.  She  brought  wood  she  had  to 
cut  herself  and  carried  water  from  a well.  She  lived  in  almost  total 
isolation,  except  for  visits  from  my  brother  and  me.  No  one  could 
bear  seeing  this  incredible  situation. 

My  father  became  more  and  more  incapacitated,  both  mentally  and 
physically.  Meanwhile,  my  mother  was  becoming  mentally  incompetent 
from  the  overload  of  trying  to  care  for  him.  She  said  he  would 
choke  constantly,  wander  out  of  the  house,  have  convulsions,  stay 
away  both  night  and  day,  and  eat  almost  continuously.  After  many 
years  of  this  my  father  became  completely  helpless  and  was  returned 
to  the  state  mental  hospital  in  Staunton.  Three  days  after  being 
admitted,  he  choked  to  death  because  the  hospital  wasn't  properly 
equipped  or  staffed  to  care  for  him.  We  had  an  autopsy  performed, 
and  HD  was  confirmed. 

Dr.  Tucker  failed  to  recommend  genetic  counseling  to  any  of  us 
or  tell  us  HD  was  inherited.  I wrote  several  letters  to  him,  but 
there  were  no  replies.  I do  not  think  that  most  neurologists  or 
M.D.'s  are  aware  of  HD.  I made  an  appointment  with  a neurologist 
in  Virginia,  and  she  told  me  that  HD  always  showed  up  by  age  30 
and  went  down  younger  with  each  generation.  I think  I paid  her 
$45  for  this  incorrect  information.  Finally,  I found  out  the 
truth  by  contacting  NIH. 

Besides  myself,  I have  two  brothers  that  are  risks  for  HD. 

We  have  five  children  among  us,  all  teenagers,  who  also  stand  a 
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good  chance  of  inheriting  this  horrible  disease.  I believe  my 
39-year-old  brother  is  showing  symptoms.  I haven't  told  his  wife. 

I noticed  tnis  for  a year.  My  other  brother  is  divorced,  and  his 
wife  has  remarried.  No  one  has  told  my  niece  or  her  stepfather 
that  this  is  inherited.  I have  been  alienated  from  most  members  of 
my  family.  They  prefer  to  believe  I have  imagined  this. 

My  mother  spends  most  of  her  time  with  me,  as  she  is  unable  to 
care  for  herself.  Since  I found  I am  at  risk  for  KD,  I am  terrified. 
Each  time  I stumble  over  a word  or  forget  something,  I wonder  if  I 
am  getting  a symptom.  I certainly  would  like  to  see  something  done 
for  HD  before  anyone  else  in  my  family  is  debilitated  with  it*  I 
think  there  is  nothing  worse,  because  everyone  in  the  family  is 
affected,  whether  they  contract  the  disease  or  not.  In  addition 
to  better  patient  care  facilities,  I would  like  to  see  more  research 
and  a cure  for  the  devastating  disease.  It's  the  only  consolation, 

TESTIMONY  OF 
DOROTHY  J.  KRUHM 
BURTONSVILLE , MARYLAND 

KRUHM:  It  is  difficult  to  describe  the  emotional  and  physical 

trauma  that  is  Huntington's  disease.  My  mother  died  with  Hunting- 
ton's disease.  She  had  13  children;  one  died  when  he  was  18  months 
old.  During  Mother's  illness  she  was  terrified  for  her  children. 

She  knew  the  horrors  of  the  disease  because  of  her  own  mother's  ill- 
ness. Mother  suffered  with  feelings  of  guilt  and  frustration  over 
the  inability  of  her  own  family  and  friends  to  cope  with  her 
illness . 

As  an  older  child,  growing  up  in  a home  with  HD,  I had  many  of 
the  normal  "mother"  duties  to  perform,  such  as  cooking,  cleaning 
house,  and  caring  for  the  younger  children,  plus  much  of  the  yard 
work.  My  father  worked  from  four  a.m.  until  almost  nine  p.m.  during 
most  of  my  childhood.  This,  of  course,  left  me  little  time  to  do 
my  things . I grew  up  angry  at  HD  and  all  the  problems  it  caused  for 
me  and  my  sisters  and  brothers.  As  my  mother  got  worse  each  year,  my 
father  began  to  drink.  Because  both  of  my  parents  were  now  beyond 
being  "parents"  to  the  children,  our  life  was  rough,  to  say  the 
least.  How  all  but  one  of  us  graduated  from  high  school.  I'll  never 
know. 
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It  was  after  most  of  us  were  grown  that  Mother's  illness  was 
diagnosed  as  Huntington's  disease  and  that  it  was  a genetic  disease, 
.‘.’eedless  to  say,  we  were  in  shock.  We  decided  we  would  each  make 
our  own  decision  about  having  children.  I had  two  children  and  was 
pregnant  with  the  third.  There  was  very  little  information  avail- 
able about  Huntington's  disease. 

My  oldest  sister,  who  was  married  and  had  an  adopted  daughter, 
came  down  with  HD  about  age  28.  As  her  disease  progressed,  her 
husband  couldn't  afford  in-home  or  nursing  home  care  for  her,  so  he 
simply  packed  and  left.  My  father  moved  her  into  his  home,  where 
he  had  a practical  nurse  caring  for  my  mother.  After  Mother  died, 
my  father  stopped  drinking.  When  Dad  died  5 years  later,  we  sold 
the  home  and  put  my  sister  in  a nursing  home.  With  sisters  taking 
turns  doing  her  wash,  et  cetera,  to  cut  down  expenses,  the  cost  of 
her  care  for  the  5 years  she  lived  there  was  over  $50,000.  Most  of 
this  time  she  was  unable  to  walk,  talk,  or  swallow  food.  She  was 
fed  through  a tube. 

My  older  brother's  wife  divorced  him  when  he  had  HD.  They  had 
two  girls  in  the  late  teens.  His  wife  took  half  of  everything  and 
left  him  to  care  for  himself.  He  was  a difficult  patient.  He  would 
disappear,  get  into  fights,  and  not  take  care  of  himself.  He  had  a 
bad  heart;  after  three  heart  attacks,  he  died  with  the  fourth  attack. 

I am  the  third  child,  and  I have  a younger  sister  and  brother 
who,  like  myself,  show  no  signs  of  HD  at  the  present  time.  As  the 
other  children  became  ill  with  HD,  two  of  their  spouses  left  them, 
one  was  divorced,  and  the  others  are  in  state  hospitals.  My 
youngest  sister,  who  will  soon  need  constant  care,  may  also  be  put 
in  a state  hospital,  because  of  the  lack  of  the  necessary  money  to 
care  for  her  at  home  or  in  a nursing  home. 

The  children  of  these  sick  parents  find  it  difficult  to  cope 
with  normal  everyday  living,  much  less  the  problems  created  by  HD. 

The  most  difficult  thing  for  the  children  is  to  live  with  the 
personality  changes  in  the  HD  patient.  The  anger  and  frustration 
they  cause  the  entire  family  is  unbelievable.  With  nursing  care 
approximately  $1,000  a month,  only  a wealthy  person  could  afford 
this  luxury.  With  9 of  my  sisters  and  brothers  having  Huntington's 
disease  (some  living,  some  not) , and  the  prospect  of  24  nieces  and 
nephews  being  possible  victims,  where  can  we  go  for  help?  I pray 
for  the  answer. 
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TESTIMONY  OF 
ELAINE  N.  MILLER 
STERLING,  VIRGINIA 

MILLER:  My  name  is  Elaine  Miller.  I'm  36  years  old,  married, 

with  two  beautiful,  healthy  children  (Barbara,  7-1/2,  and  Joel, 
11-1/2) . In  November  1973,  my  mother,  who  was  widowed  for  10 
years,  working  and  living  alone,  was  diagnosed  with  Huntington's 
disease . 

When  Dr.  Ray  Jenkins,  neurologist,  said  the  words,  "Hunting- 
ton's disease"  to  me,  it  meant  absolutely  nothing,  except  now  I 
was  certain  that  Mom  wasn't  overdrinking,  as  her  friends  and 
family  internist  had  suspected,  and  who  had  been  treating  her  for 
years  for  nerves  with  Librium.  I can't  tell  you  how  many  times  I 
was  put  in  the  position  of  delicately  questioning  her  about  drinking. 
Then  I went  home  and  looked  up  Huntington's  disease  in  a medical 
dictionary  and  couldn't  believe  my  eyes.  The  fears  and  anxieties 
were  more  than  I could  deal  with.  Not  only  did  I and  my  husband 
ha'^^e  to  start  making  decisions  about  where  my  mother  could  live 
and  closing  up  her  apartment,  but  all  the  logistics  involved  in 
getting  her  on  Social  Security  Disability.  Her  funds  were  very 
limited;  how  would  we  be  responsible  for  her  financiallv?  Fo'^tun- 
ately,  she  was  a widow,  so  after  her  money  was  gone,  <-he  State  of 
Maryland  intervened. 

After  admitting  herself  into  Montgomery  General  Hospital,  not 
knowing  what  else  to  do  at  a time  of  complete  confusion  and  crisis 
(by  the  way.  Metropolitan  Life  Insurance  Company  cancelled  her 
health  insurance  after  finding  out  she  had  HD,  and  to  this  date 
Montgomery  General  has  never  been  paid  the  money  rightfully  owed  to 
them) , she  was  informed  by  the  psychiatric  staff  that  she  could  not 
live  alone.  What  were  her  alternatives?  Live  with  me,  or  a nursing 
home.  This  was  a much  harder  decision  for  myself  and  my  husband  than 
Mother.  There  were  all  kinds  of  guilt  feelings  involved  for  us. 

But  after  many  wakeful  nights  we  could  only  make  one  sensible 
decision.  She  had  to  go  into  a nursing  home. 

Now,  here  we  have  a 56 -year-old  female,  attractive,  independent, 
with  a love  of  life,  living  in  a geriatric  environment.  If  but 
nothing  else,  I must  impress  on  this  Commission  the  importance  of 
getting  Huntington's  patients  out  of  nursing  homes  and  mental 
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institutions.  We  need  special  facilities  where  they  can  continue 
to  function  as  near  as  normal  for  as  long  as  possible. 

My  concerns  about  Mother,  my  fears  for  myself  and  my  children, 
quickly  made  me  a nervous  wreck.  I stopped  functioning  as  a wife, 
mother,  and  person.  So  I decided  something  had  to  be  done  to  put 
my  life  in  order.  My  husband  and  I then  embarked  on  1 year  of 
family  counseling.  We  learned  many  things  from  this  experience, 
and  thank  God,  I have  a spouse  who  was  100  percent  supportive  of 
my  feelings.  Truthfully,  I'm  really  very  fortunate.  So  many 
families  split  up  when  they  find  HD  is  in  the  family.  I guess  the 
other  important  thing  I've  learned  is  life  in  general  is  a risk, 
so  this  is  just  one  more  risk  we  have  to  take.  I must  live  my  life 
for  the  moment  and  deal  with  things  as  they  come  upon  me.  But  Oh, 
it's  so  hard,  for  there  is  not  a day  in  my  life  that  I don't  stop 
and  wonder,  "Is  this  going  to  happen  to  me  and  my  children?"  My 
husband  lives  with  the  thought,  will  he  have  to  live  to  see  his  wife 
and  children  slowly  become  disabled  by  this  damn  thing? 

I have  to  look  to  the  future,  to  people  like  you,  our  Government, 
and  science.  All  the  private  charities  are  wonderful,  but  the 
Committee  to  Combat  Huntington's  Disease  could  never  raise  the  kind 
of  moneys  needed  for  so  many  answers. 

You  have  my  permission  to  use  this  testimony  any  way  you  see 
fit.  If  but  I've  turned  one  person  around,  I've  accomplished  a lot. 

TESTIMONY  OF 
KATHRYN  M.  DRURY 
WASHINGTON,  D.C. 

DRURY:  I became  aware  of  HD  in  my  family  in  November  1972,  when 

my  mother  died  after  20  years  in  an  Illinois  State  hospital,  where 
she  was  diagnosed  as  schizophrenic.  Her  death  certificate  stated 
that  she  had  HD.  Neither  my  father,  my  sister,  or  myself  had  ever 
heard  of  HD,  and  none  of  my  mother's  family  in  Detroit  had  ever 
mentioned  the  existence  of  a hereditary  brain  disease.  There  had 
been  many  family  members  who  were  considered  mentally  ill  or  suffer- 
ing from  chronic  mental  illness,  but  this  matter  was  never  discussed 
with  ray  father,  my  sister,  or  myself.  One  of  my  mother's  brothers 
went  so  far  as  to  tell  me  at  the  age  of  10,  "There  is  nothing 
hereditary  about  your  mother's  illness.  You  don't  have  to  worry 
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about  getting  it  when  you  grow  up.  You'll  be  okay."  Even  at  an 
early  age  I wondered  how  my  uncle  could  be  so  sure  about  that. 

In  order  to  verify  the  HD  diagnosis,  I had  to  put  together  a 
family  tree  listing  all  the  members  and  their  offspring,  as  well  as 
their  medical  histories  and  causes  of  death.  With  the  help  of  an 
aunt-in-law  in  Detroit  (the  only  family  member  who  was  sincerely 
open  and  receptive  to  digging  up  the  past) , I found  that  several 
relatives  had  been  misdiagnosed  with  dystonia,  multiple  sclerosis, 
and  Parkinson's  disease  over  the  years.  Several  relatives  had  been 
diagnosed  with  HD  after  their  admittance  to  state  hospitals  in 
Michigan  as  early  as  1952,  yet  no  one  in  my  mother's  family  had 
ever  related  this  information  to  my  father  when  it  would  have  been 
immensely  helpful  in  diagnosing  my  mother's  condition  correctly. 

My  search  for  HD  in  my  mother's  family  almost  completely 
ostracized  me  from  the  closely-knit,  but  uncommunicative  family 
group.  I took  great  risks  in  pressuring  them  to  find  copies  of  old 
death  certificates  and  to  talk  with  older  relatives  who  could  remem- 
ber the  older  generations . I persisted  because  I felt  that  my 
mother's  relatives  owed  this  to  my  son  and  husband  since  the  infor- 
mation they  had  available  would  affect  my  immediate  family's  future. 
This  very  information,  which  I received  eventually,  was  withheld 
from  my  own  mother  and  father  at  a very  critical  point  in  their 
lives . 

I cannot  fully  express  the  shock  of  being  25  years  old  in 
1972  and  finding  out  that  my  mother's  illness  went  beyond  mere 
mental  illness  and  into  the  area  of  a complicated  hereditary  brain 
disorder.  The  grief  and  emotional  crush  that  I experienced  there- 
after was  equal  to  the  stages  of  dying — complete  depression,  empti- 
ness, and  later,  extreme  anger.  I felt  like  acting  out  my  rage  and 
decided  to  express  my  feelings  by  corresponding  to  various  relatives 
in  Detroit,  filling  them  in  on  the  HD  diagnosis  in  the  family.  To 
this  day,  only  a handful  recognize  HD  in  the  family,  and  those  that 
think  there  might  be  a disease  in  the  family  feel  it  isn't  HD,  at 
any  rate. 

The  ironic  thing  about  my  family's  inability  to  cope  with  the 
presence  of  HD  is  that  back  in  1973,  one  aunt  tobd  me  that  the  only 
way  she  would  even  consider  HD  would  be  if  my  sister  and/or  myself 
acquired  it  in  the  future.  My  sister  was  diagnosed  with  HD  in  1976, 
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at  age  31,  and  entered  a nursing  home  that  same  year.  That  aunt 
still  does  not  recognize  HD  in  the  family  and  is  cognizant  of  the 
fact  that  my  sister  is  in  a nursing  home. 

The  last  time  I was  in  Detroit  to  visit,  my  mother's  oldest 
brother  asked  me,  "How  is  Maria?"  I answered,  "She's  okay.  She's 
been  in  the  nursing  home  for  over  a year."  He  asked,  "When  do  you 
think  she'll  be  able  to  get  out?"  I answered,  "She's  not  leaving; 
she  has  to  stay." 

I cannot  change  the  past  ignorance  and  bad  judgments,  but  I 
can  prepare  and  educate  my  6-year-old  son  for  the  future.  He  knows 
more  now  than  I knew  5 years  ago.  He'll  have  more  time  to  plan  his 
life  accordingly. 

TESTIMONY  OF 
MARILYN  PELLT".:TA 
LANHAM,  MARYLAND 

PELLUCIA:  I'm  not  a professional  speaker,  and  I'm  scared  to 

death.  My  mom  died  on  May  9th,  which  was  a week  and  a half  ago, 

in  New  York.  My  mom's  story  started  when  I was  in  my  teens,  and 

she  was  always  nervous  and  everything.  At  that  time  we  were  not 

aware  of  anything  serious  being  wrong  with  her.  She  was  taken  to 

a local  G.P.  in  New  York  at  that  time,  and  her  diagnosis  was  "change 

of  life,  plus  she  must  have  problems  with  alcohol."  She  was  treated 

for  1 year  with  vitamin  B shots. 

12 

In  1972,  my  brother  noticed  that  the  problems  were  worsening, 
so  he  took  her  to  the  emergency  room,  and  the  doctor  on  call  was 
refusing  my  mother  on  the  basis  that  he  couldn't  find  physical 
reason  for  admittance.  My  brother  was  upset,  he  made  threats  and 
insisted  on  admittance.  Her  final  diagnosis  at  that  time  was  HD, 
about  which  they  had  no  real  family  history  to  go  into  because  her 
father  was  taken  away  when  she  was  5 and  put  in... His  diagnosis  at 
that  time  was  shellshock  from  World  War  I.  Her  treatment  was  follow- 
up through  the  nursing  home.  There  were  3 years  of  treatment  of 
various  drugs  through ...  State  Medical  Center  in  New  York,  which  I 
must  say  was  fantastic.  The  in-  and  outpatient  had  knowledgeable 
doctors,  and  they  did  as  much  as  possible. 

Finally,  it  came  to  a point  that  there  was  no  control  at  home. 
She  was  staying  with  my  stepfather,  and  he  could  not  take  care  of 
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her  any  longer.  She  was  admitted  to... State  because  the  doctors 
felt  that  they  had  had  her  case  for  so  long.  A social  worker  there 
by  the  name  of  Mrs.  Shindler  tried  for  8 months  from  that  time  to 
place  her  in  a nursing  home  in  New  York.  Each  home  in  New  York  re- 
fused her  on  the  reasons  that  they  couldn't  handle  an  HD  patient. 

I,  at  that  time,  was  unable  to  transfer  her  to  Maryland  because  of 
the  cost  involved.  New  York  Medicaid  said,  "To  be  on  our  Medicaid 
she  had  to  be  here  6 months  and  had  to  have  lived  in  the  home."  At 
that  point  she  could  not. 

She  was  then  transferred  to  Kingsbrook  Jewish  Hospital  with 
the  understanding  by... State  that  they  would  put  her  in  their  ECF. 
From  that  point  I received  nasty  calls  and  correspondence  from  the 
director  that  my  mother  was  taking  up  their  acute  care  beds,  the 
nurses  had  no  time,  and  she  wasn't  the  right  patient  for  their  ECF. 

I had  an  argument  over  the  phone  with  the  director  when  he  threatened 
to  put  her  out  by  a certain  date  or  he  would  charge  me  from  that 
point  on,  and  I told  him  that  I had  four  children  and  could  not 
afford  the  bill.  While  on  my  visits  there,  there  was  poor  care, 
there  was  no  assistance  with  feeding,  and  mv  mother  broke  her  hio 
on  July  4 of  last  year.  She  was  lucky,  though,  because  it  allowed 
her  to  stay  there  another  3 weeks. 

I received  a call  on  a Friday  night — late  at  night- — from  a 
nursing  home  in  Queens.  My  mother  was  transferred  there  with  no 
charts,  just  my  number,  after  3 years.  As  I said,  my  mom  died  a 
week  ago.  As  far  as  medical  awareness  at  her  final  place  (St. 
John's),  until  I had  her  transferred  to  King's  County,  the  weekend 
my  mother  was  dying  the  doctor  at  St.  John's  (because  of  the  fact 
that  I wanted  an  autopsy  done)  told  me  that  the  only  thing  his 
pathologist  had  there  was  a sink,  a table,  and  he  liked  his  job. 

At  that  time  I contacted  Dr.  Davenport  at... State  and  had  my  mother 
transferred  back  to  where  she  had  been  before.  At  her  final  place 
I spoke  to  an  R.N. , and  we  discussed  HD.  She  said  she  knew  nothing 
before  she  had  contact  with  my  mother — this  was  a head  R.N.  At 
least  she  tried,  because  she  did  do  some  reading,  but  being  a nurse 
for  30  years  she  had  some  old  books,  and  one  of  the  things  she 
thought  was  that  only  women  carried  HD. 

I myself  attended  an  L.P.N.  course;  all  systems,  diseases, 
and  care  done  in  full.  When  it  came  to  HD  there  were  two  parts: 
jerky  movements,  and  it  almost  looks  funny  when  seeing  a patient 
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walk  down  the  street.  I was  upset,  so  I inquired  why  there  were  no 
no  more  details  of  this.  The  R.N.  instructor  answered,  "This  is  all 
we  have,  and  there  is  no  time."  I asked,  "If  these  future  nurses 
who  were  going  to  be  L.P.N.  's  aren't  told  to  have  the  same  compas- 
sion for  the  HD  patient  as  for  the  cancer  patient,  how  will  they 
ever  have  it?" 

All  I can  say  for  my  mother  is  that  she  had  5 years  of  battles 
and  transfers.  My  mother  is  at  peace  now,  and  in  all  that  time  she 
was  only  shown  compassion  by  two  doctors  at... State  and  one  social 
worker  there.  That's  all  I have  to  say.  I feel  there  should  be 
something  for  HD  patients  where  they  could  be  together,  or  to  make 
nurses  more  knowledgeable.  There  has  to  be  compassion  shown,  be- 
cause nobody  ever  understood  my  mother. 

GUTHRIE:  This  coming  Monday  we  are  having  a full,  all-day 

conference  on  Huntington's  disease  for  the  annual  meeting  of  the 
L.P.N. 's  in  upstate  New  York.  We  are  doing  our  education  there, 
but  we  have  to  go  further,  as  you  well  know. 

TESTIMONY  OF 
DARLENE  SLUNT 
BELTSVILLE,  MARYLAND 

SLUNT:  My  dream  of  the  future  began  over  20  years  ago  after 
graduation,  marriage,  children,  a home  of  my  own.  Life  was  so 
beautiful.  How  lucky  I felt.  A lovely  home,  healthy  children,  a 
fine,  healthy  husband,  who  at  that  time  held  the  Pennsylvania 
State  championship  for  the  Eastern  Division  in  wrestling  and  weight- 
lifting— just  out  of  the  Army,  a former  paratrooper,  and  a perfect 
picture  of  health.  With  two  children  (a  son  1-1/2,  a daughter 
almost  3) , our  lives  were  very  happy.  All  of  our  plans  began  to 
change  very  dramatically. 

Suddenly,  my  husband  could  not  hold  a job,  became  very  selfish, 
self-centered,  and  changed  jobs  all  the  time.  He  didn't  pay  the 
bills,  didn't  care  for  anybody  but  himself.  Why  the  changes,  no  one 
knew.  He  began  running  about  as  a single  guy,  buying  fancy,  expen- 
sive new  cars  we  couldn't  afford,  and  motorcylces . He  didn't  have 
a care  in  the  world.  He  would  pack  his  things  and  go  away,  leaving 
not  even  a note.  One  day  he  returned  home  and  announced  he  had  re- 
enlisted in  the  Army.  Of  course,  I was  overjoyed.  After  all,  stable 
pay,  and  Uncle  Sam  would  be  his  boss. 
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Before  long,  he  was  transferred  to  Kentucky,  and  then  to 
Germany.  The  children  and  I joined  him  in  Germany  months  later. 
Donald  could  not  keep  his  rank  and  accept  responsibilities.  He 
was  always  in  trouble  with  the  Army.  This  I felt  was  unusual.  I 
went  to  his  Army  doctors  and  told  them  that  something  was  wrong. 
Before,  he  was  a "Soldier  of  the  Month"  several  times  in  his  first 
enlistment  in  the  Army.  They  wouldn't  believe  me.  They  passed 
him  in  his  reenlistment  physical,  and  he  signed  up  for  the  wrestling 
team  overseas.  He  became  very  ill.  When  his  tour  ended  a few 
months  later,  he  just  took  the  shop  back  to  the  U.S.A. , did  not  re- 
enlist, and  left  the  children  and  I in  Germany  to  get  home  the 
best  way  we  could.  I thought  he  was  impossible,  and  asked  for  a 
divorce . 

Returning  to  the  States,  my  family  asked  me  to  go  back  and 
try  again.  I did.  I could  not  take  the  changes  in  my  husband's 
attitude.  I worked  to  support  the  children,  and  I once  again  asked 
for  a divorce.  It  didn't  happen.  One  night  I woke  up,  and  my 
husband  and  car  were  both  gone.  I had  purchased  a car  on  my  own 
because  he  always  wrecked  the  cars  and  received  many  speeding 
tickets.  The  police  informed  me  he  was  in  their  care.  He  had 
committed  a terrible  crime.  Well,  from  August  to  December  things 
really  became  bad. 

Donald  was  admitted  to  the  Harrisburg  State  Hospital  for  study. 
He  became  very  ill  and  undernourished.  We  had  him  transferred  to 
the  Lebanon  VA  Hospital,  where  he  improved  for  a while.  His  health 
was  up  and  down.  I lost  my  home  in  Pennsylvania,  my  car  for  a 
mechanic's  bill,  and  most  of  my  furniture  for  a storage  bill.  For 
7 years  no  one  knew  what  Donald  had.  In  August  1970,  Donald  died 
of  pneumonia  due  to  Huntington's  disease.  Nine  long  years  I took 

the  children  to  see  their  father  in  the  VA  hospital.  But  the  night- 

mare did  not  end  there. 

In  first  grade,  my  son  began  to  show  drastic  changes;  temper 
tantrums,  kicking,  and  biting.  V7e  took  him  from  one  doctor  to 
another.  By  now  I had  remarried  and  started  a new  life  for  myself 
and  my  children.  The  doctor  said  my  son  could  not  adapt  to  his 
new  father,  new  environment.  Others  said  he  was  spoiled.  We 
doctored  him  over  7 years.  My  son  kept  getting  worse.  Then  in 

1969,  we  put  him  in  Georgetown  Hospital  in  Washington,  D.C.,  for 

a month.  They  never  connected  his  father's  illness  to  a hereditary 
disease.  Finally,  they  said,  "HD."  After  many  hospitals  and 
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hundreds  of  dollars  my  son  became  very  ill  with  HD.  We  could  not 
get  help  anyplace.  They  said  we  had  to  put  him  in  a state  hospital. 
I said,  "Mo  way."  For  2 years  we  tried  Johns  Hopkins,  Georgetown, 
Children's,  all  of  them,  every  hospital  in  our  area,  every  drug, 
one  after  another.  We  had  appealed  to  our  schools,  churches, 
hospitals,  the  county,  and  the  state.  No  one  seemed  to  care.  Our 
son  died  in  April  1972,  only  13  days  after  he  was  admitted  to 
Hagerstown  State  Hospital,  at  the  young  age  of  15  years  old.  We 
were  so  broke,  we  had  to  borrow  money  for  the  funeral. 

Now,  5 years  later,  my  22-year-old  daughter  has  HD,  brought  on 
by  the  loss  of  her  boy  friend  and  the  tragic  hurt  of  5 years.  He 
dropped  her  after  he  had  found  out  that  she  was  carrying  his  baby. 
Oh,  yes,  we  had  genetic  counseling  at  Johns  Hopkins  for  her,  birth 
control  pills  and  all,  after  the  death  of  her  brother.  The  young 
man's  family  said,  "No  marriage  with  HD  in  the  bloodline."  My 
husband  and  I are  now  caring  for  her  beautiful,  healthy,  19-month- 
old  son.  He  now,  of  course,  is  at  risk.  If  HD  had  not  taken  my 
son  5 years  ago,  he  would  have  celebrated  his  21st  birthday  this 
week.  What  a joy  that  would  have  been.  To  lose  a child  3 weeks 
short  of  his  16th  birthday  is  a terrible  experience. 

Yes,  you  of  the  medical  and  professional  field.  Congress  and 
Senate,  I am  appealing  to  you  to  help  eradicate  such  tragedies  as 
I have  experienced  by  helping  appropriate  the  funds  for  research 
and  help  for  the  HD  patients  and  their  families. 

STELLAR:  Well,  you  certainly  brought  across — and  I am  sure 

that  the  Congress  and  others  that  hear  this  will  not  be  able  to 
help  you,  but  be  touched  by  it  and  try  to  do  all  they  can,  just  as 
we  will. 


N.  WEXLER;  I would  like  to  ask  you,  Darlene — I know  you  have 
been  working  in  this  area,  and  you  know  it  backwards  and  forwards; 
you  know  everything  that  is  here  and  everything  that  people  can't 
get--can  you  maybe  just  tell  us  briefly  some  of  your  experiences 
in  the  key  areas,  where  you  tried  to  get  help  and  what  got  in  the 
way? 

SLUNT:  Well,  the  lack  of  insurance.  Our  insurance  ran  out. 

The  lack  of  money.  The  only  thing  that  saved  us  completely  with 
medical  expenses  was  that  my  present  husband  did  not  adopt  my 
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children  from  the  first  marriage;  by  the  fact  that  he  didn't  adopt 
them,  they  were  still  on  their  father's  Social  Security  and  VA, 
which  was  not  enough  to  provide  for  the  medical  expenses.  They, 
of  course,  qualified  my  son  for  the  Hospital  for  Sick  Children  in 
Washington  for  medical  care;  after  that  grant  ran  out,  I appealed 
to  Larry  Hogan,  our  Congressman,  for  a grant  for  Johns  Hopkins. 

He  acquired  a grant  for  2 weeks  for  me  at  Johns  Hopkins . After  all 
the  grants  and  medical,  professional  people,  they  all  tried  to  get 
us  out,  and  we  finally  found  out  that  all  the  time  my  son  was 
qualified  for  Medicaid  and  not  one  single  person  had  told  us.  Of 
course,  by  the  time  we  found  out,  it  was  entirely  too  late,  because 
we  had  lost  our  son. 

STELLAR:  Thank  you  very  much.  We  have  come  to  the  end  of  the 

list  of  individuals.  Is  anyone  here  who  is  not  listed,  but  who 
would  like  to  make  a statement?  [No  response.]  If  not,  I would 
like  to  thank  all  of  you  who  did  provide  us  with  this  information 
and  give  us  such  an  eloquent  and  dramatic  description  of  the  problems 
that  you  run  into.  You  can  be  sure  the  Commission  will  do  all  it 
can  to  get  help.  Thank  you  for  coming. 
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GUTHRIE:  We  have  a special  guest  with  us.  Dr.  Kartzinel, 

you  are  just  in  time.  We  are  just  about  to  begin.  This  is  Dr. 
Grout,  Director  of  the  Bureau  of  Drugs;  and  Ron  Kartzinel. 

TESTIMONY  OF 
J.  RICHARD  GROUT,  M.D. 

DIRECTOR,  BUREAU  OF  DRUGS 
FOOD  AND  DRUG  ADMINISTRATION,  DREW 

and 

RONALD  KARTZINEL,  PH.D. 

DIRECTOR 

DIVISION  OF  NEUROPHARMACOLOGICAL  DRUG  PRODUCTS 

BUREAU  OF  DRUGS 

FOOD  AND  DRUG  ADMINISTRATION,  DREW 

CROUT : Dr.  Katzinel  is  Director  of  the  Division  of  Neuro- 

pharmacological  Drug  Products  in  the  Bureau  of  Drugs,  and  so  he 
has  a personal  knowledge  of  all  of  the  drug  research  that's  going 
on  in  this  particular  program.  I can  discuss  with  you  some  of 
the  policy  issues  of  interest.  I didn't  have  any  prepared  presen- 
tation. I did  get  a glimpse  of  some  of  the  questions  from  Dr.  Li, 
here, immediately  before  the  meeting,  and... 

GUTHRIE:  That's  good. 

CROUT:  I also  have  some  views  that  are  personal  views  on  some 

of  the  problems  of  economic  incentives  in  drug  development  I'd  be 
glad  to  share  with  you.  But  how  do  you  want  to  proceed  in  that 
regard? 

GUTHRIE:  Informally.  Shall  we? 

STELLAR:  Maybe  we  could  hear  something  just  in  general  to  put 

us  up  to  date  on  what's  happening  with  the  FDA  that  has  been  so  much 
in  the  papers  and  we've  heard  so  much  about.  We're  particularly 
interested  in  how  to  get  safe  drugs,  of  course,  to  the  patient  as 
promptly  as  feasible,  and  particularly  for  patients  with  Hunting- 
ton's disease  or  other  neurological  disorders  that  may  not  be 
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very  common,  when  a drug  company  may  be  saying  that  they  can't  put 
too  much  money  into  it  because  there  isn't  that  big  a market. 

GROUT:  Right.  Let  me  describe  a couple  fundamental  aspects 

of  our  drug  laws  and  what  their  consequences  are.  First,  we're  one 
of  the  few  countries  in  the  world  that's  got  an  effective  require- 
ment in  the  law,  meaning  that  a drug  has  to  meet  the  test  of  being 
shown  effective  before  it  can  be  marketed.  Most  countries  have  a 
safety  requirement  in  their  law,  and  I think  you  recognize  that 
when  it  comes  to  scientific  decision-making,  the  effectiveness  re- 
quirement is,  in  a sense,  less  fraught  with  value  judgments.  So  if 
you  ask,  "What's  the  FDA  standard  for  judging  effectiveness?"  it's 
essentially  the  same  standard  that  any  good  scientific  outfit  would 
use.  It's  the  standard  of  controlled  trials.  That  does  not  mean 
double-blind,  randomized,  rigidly  controlled  in  a way  which  is  not 
technically  feasible. 

Some  people  like  to  use  the  Food  and  Drug  Administration 
effectiveness  requirement  as  a whipping  boy,  in  a sense,  to  say, 

"You  set  up  standards  that  are  not  feasible,"  and  that's  not  so. 

That's  why  we  have  advisory  committees  to  advise  us  in  what  appro- 
priate standard  of  effectiveness  is  in  various  fields.  As  you  know. 
Dr.  McKhann  is  chairman  of  our  Advisory  Committee  in  Neurology. 

Any  serious  remedies  that  were  really  up  for  approval  or  close  to 
it  in  this  disease,  or  any  other  disease  that  was  or  major  impor- 
tance medically,  would  come  to  that  advisory  committee. 

On  a safety  judgment,  that's  a bit  more  of  a value  judgment, 
as  you  know.  What  reasonable  man  will  depart  more  on  what  is  safe? 

Our  own  construct  is  a benefit-risk  construct;  that  you  have  to  have 
the  risks  identified  and  they  ought  to  be  appropriate,  or  the  benefits 
ought  to  justify  those  risks.  Again,  we've  put  those  decisions 
before  advisory  committees  and  tried  to  use  the  prevailing  standard 
of  what  else  is  available  in  the  field.  So  our  standard,  by  and 
large,  for  diseases  of  serious  import  is  that  there's  a good  deal 
more  risk-taking  involved.  Cancer  drugs  have  all  kinds  of  risks 
with  them,  for  example,  that  are  not  permitted  in  new  analgesics, 
and  I think  that's  appropriate. 

We've  never  been  faced  with  the  issue  of  what's  appropriate  for 
Huntington's  disease.  But  I think  it's  pretty  evident  that  when  you 
deal  with  a disease  which  is  of  relatively  limited  duration  and 
ultimately  lethal,  I would  assume  that  the  risk-taking  on  the  part 
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of  the  patient  would  (the  willingness  to  take  risks  by  both  the 
doctor  and  the  patient)  be  fairly  high.  Therefore,  people  wouldn't 
get  hung  up,  too,  on  the  safety  issues  in  drugs  of  this  type  as 
they  might  on,  let's  say,  an  analgesic  or  an  antibiotic  of  the  peni- 
cillin class,  or  some  other  things,  where  there's  a high  degree  of 
established  safety,  or  at  least  the  risks  are  very  well  known.  In 
any  event,  that  general  value  judgment  would  be  before  your  peers  in 
the  neurology  field. 

There's  a certain  minimum  floor,  however,  of  testing  which 
from  the  drug  industry's  standpoint  is  fairly  large,  and  yet  nobody 
knows  any  proper  way  to  get  out  of  it.  I mean  when  you  come  down 
to  it,  people  really  don't  want  to  get  out  of  it.  That's  what  I'm 
saying.  That  is,  the  general  principle  in  the  toxicology  testing 
that  we  follow  is  that  you  want  animal  studies  to  have  occurred  over 
a longer  period  of  time  than  the  drug  has  been  administered  to  humans. 
So,  for  example,  if  we  were  going  to  approve  short-term  testing  in 
humans,  you  generally  want  studies  in  animals  that  have  gone  at 
least  4 weeks  as  a minimum;  and  quite  often  they  run  2 or  3 months. 

If  a drug's  indicated  for  a chronic  use  in  man  (hypertensive  drugs 
and  that  sort  of  thing),  we  will  require,  before  approval,  lifetime 
studies  in  rats  and  some  other  species  (two  species,  only  one  of 
which  can  be  a rodent)  before  that  drug  is  approved. 

People  will  complain  about  toxicology  requirements,  but  when 
you  get  right  down  to  it  and  start  asking  if  it  costs  too  much 
money,  what  do  you  want  to  cut  out?  It's  very  uncommon:  You  can't 

find  toxicologists  who  want  to  cut  out  things,  and  you  can't  even 
find  it  in  drug  firms.  So  the  drug  industry  today  does  not  want  to 
market  drugs  with  insufficient  animal  data  behind  them.  They  don't 
want  to  accept  the  risk  of  liability.  So  I don't  think  it's  realis- 
tic to  say  that  for  any  drug  you  can  market  it  with  very  attenuated 
animal  testing  today.  That's  just  because  people  can  philosophize 
like  that.  But  when  the  moment  of  truth  comes,  everybody,  including 
the  industry  and  the  industry  lawyers,  will  be  at  the  top  of  the 
list,  backing  away  from  that  proposition.  I think  that  there  is, 
indeed,  a certain  floor  of  animal  testing  that  would  go  along  with 
any  drug,  not  matter  how  limited  its  use,  and  that  can't  be 
eliminated . 

To  take  some  examples  of  extremes,  we  have  recently  approved 
some  new  sources  of  growth  hormones,  for  example,  and  very  limited 
testing  when  you're  dealing  with  normal  body  constituents  like 
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that.  We've  approved  Calcitoninum — that  happens  to  be  salmon 
calcitonin.  But  this,  again,  is  a hormone  that  comes  from  different 
species,  and  we're  dealing  with  things  like  that.  The  issue  of 
long-term  and  chronic  testing  becomes  a little  bit  funny.  On  the 
other  hand,  when  you're  dealing  with  anything  that  is  other  than  a 
normal  body  constituent,  where  you  don't  have  experience,  there's 
simply  probably  no  way  to  avoid  a proper  amount  of  animal  testing. 

Another  constraint  on  research--and  this  is  also  not  unique  to 
the  United  States;  it's  unique  to  a small  group  of  countries  (United 
States,  Canada,  Sv/eden,  the  United  Kingdom,  Australia,  and  maybe  a 
few  others) . But  an  aspect  of  this  is  that  clinical  research  on 
drugs  is  regulated.  Out  of  that  comes  our  whole  system  of:  You  have 

to  submit  an  IND  to  the  Food  and  Drug  Administration;  you  have  to 
do  the  research  under  a protocol  in  an  institution  that's  been  sub- 
mitted to  an  institutional  review  committee,  and  so  on.  I think  you 
recognize  that  today  there's  a certain  ponderousness  about  that. 
Nevertheless,  it  isn't  something  that  you  can  bypass  for  a partic- 
ular drug,  because  when  the  moment  of  truth  comes,  people  will  say, 
"Doesn't  testing  on  drugs  of  limited  patient  populations,  or  limited 
commercial  value,  have  to  undergo  the  same  scientific  and  ethical 
scrutiny  as  all  other  drugs?"  and  people  come  down  and  generally 
answer  that  question,  "Yes."  So  I say  that  floor  has  to  be  built  in. 

I don't  think  that's  a serious  administrative  obstacle.  We  have 
many  IND's  (which  we  call  this;  it's  an  application  to  do  research 
from  individual  investigators)  in  the  FDA  right  now  on  Huntington's 
chorea,  so  that  burden  can  be  handled  by  a single  investigator.  The 
burden  of  a new  drug  application  is  today  so  big  it  can't  be  handled 
by  an  individual  person  any  more.  That  requires  a drug  firm. 

Let's  say,  in  terms  of  clinical  research,  I think  there's  a 
wide  degree  of  reasonableness  on  how  many  patients  you  have  to  have 
before  an  approval  comes  along.  We  approved  a dietary  preparation 
for  a genetic  disease  (I  think  phenylketonuria)  some  years  ago  on 
the  basis  of  experience  in,  oh,  something  like  a half-dozen  patients — 
children.  We  approved  a new  source  for  a human  growth  hormone  on 
the  basis  of  experience  in — I've  forgotten — 30  or  40  patients  with 
pituitary  dwarfism.  We  customarily  have,  for  new  analgesics,  new 
antibiotics,  new  antihypertensives,  for  something  where  there's 
going  to  be  a large  exposure  to  the  population,  experience  in 
2,000  or  3,000  patients  before  approval.  So  the  drug  of  special 
interest  in  limited  populations  is  not  common.  But  I think  we're 
quite  prepared  to  recognize  the  feasible  limitations  of  an  available 
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txopulation  to  test  in,  what  it  takes  to  demonstrate  effectiveness. 

The  real  question  is  when  do  reasonable  people,  reasonable  scientists 
who  know  what  an  adequate  controlled  trial  is,  judge  something  as 
effective?  About  that  point  you  can  seriously  consider  its  approval. 

Do  you  want  to  stop  at  this  point?  I have  some  views  about 
our  whole  patent,  economic,  foreign  exchange,  multinational  drug 
industry  kind  of  setup  and  what  its  impact  is  on  the  drugs-of-limited 
use  area,  but  that's  a somewhat  different  issue,  and  they're 
personal  views. 

STELLAR:  If  I heard  you  correctly,  you  spoke  of  this  dietary 

supplement  for  phenylketonuria  with  only  six  patients.  That  even 
seems  like  too  little,  and  the  FDA's  usually  criticized  for  too 
much . 


GROUT:  Well,  that  was  several  years  ago,  and  I agree  with  you. 

That's  the  minimum  that  I'm  aware  of  in  recent  years.  It  was  maybe 
a decade  ago. 

STELLAR:  VJould  you  say  something  about  the  timelag,  though, 

that  occurs  between  new  drug  applications  and  final  approval?  Some 
of  the  industry  spokesmen  here  confirmed  our  previous  ideas  (I  guess 
some  of  us  had,  at  least)  that  there  was  a long  lag  measured  in 
years  (6,  8,  even  10),  with  much  money  being  spent.  How  much  of 
that  do  you  think  is  now  not  the  way  it  was  before,  but  let's  say 
now  attributable  to  delays  within  the  FDA?  See,  I have  engaged  in 
some  drug  research  in  the  past  and  at  present.  I can  recall,  for 
example,  incidences  where  things  sat  on  somebody's  desk  for  6 whole 
months--and  I mean  literally — and  took  a week  to  get  from  the  front 
door  to  the  desk.  This  is  literally  true,  but  we  followed  this  up. 
Is  this  the  situation? 

GROUT:  Well,  I think  there's  some  of  that.  But  I think  we 

also  have  to  draw  a distinction  between  the  usual  chemical  coming 
down  the  pike  and  the  new  entity,  something  for  a new  disease.  The 
very  difficult  issue — and  when  you  say  6 or  8 years,  you're  talking 
about  between  when  a drug  is  maybe  first  introduced  into  clinical 
research  and  when  it's  finally  approved. 

STELLAR:  Even  before  that. 

GROUT:  When  it's  first  thought  about. 
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STELLAR : Animal s — yes . 

GROUT;  That's  probably  the  circumstances. 

STELLAR:  But  how  much  of  that  is  attributable  to  FDA  unneces- 

sary delay,  if  any,  at  this  time,  would  you  say? 

GROUT:  Oh,  a lot  of  it  is  attributable  to  our  regulatory 

system,  but  pure  administrative  delay — it's  hard  for  me  to  estimate, 
because  from  our  point  of  view,  there  are  some  things  that  may  sit 
on  our  desk  for  6 months.  We  also  have  innumerable  examples  where 
you  ask  the  industry  to  do  something  and  it  sits  out  there  for  a 
year,  and  we  take  the  rap  for  it.  So  there  is  both. 

STELLAR:  How  much  do  you  think  is  due  to  regulations,  then, 

which  hamstring  your  organization,  and  which  might  be  corrected? 
Gould  we  make  some  recommendations,  in  other  words,  that  might  help 
to  eliminate  a bad  type  of  regulation  that  really  doesn't  do  any 
good  for  the  patient  and  only  delays  it? 

GROUT;  We  have  control  over  regulations,  so  you  can  tell  us 
about  regulations  and  features  of  the  law  you  can  be  helpful  to  in 
the  Gongress  from  our  standpoint.  I think  the  problem  is  more  pro- 
found in  that,  but  that's  personally... 

STELLAR:  Do  you  feel  that  you  are  hamstrung  by  your  own 

regulations,  or  not?  I mean  delays  that  you  would  like  to  elimin- 
ate, for  example,  that  you  could  eliminate  by  changing  regulations. 
Gut  out  a year  or  2,  for  example. 

GROUT:  I don't  know  that  it  would  cut  out  a year  or  two.  I 

think  we  can  do  a better  job  of  the  whole  IND  process  which  we've 
talked  about.  Whether  it  will  cut  out  a year  or  not,  I don't  know. 

STELLAR:  But  we  can,  of  course,  make  recommendations  regarding 

legislation;  in  fact,  we're  asked  to  do  that.  Of  course,  the  first 
thing  that  comes  to  mind  in  that  respect  is  the  Delaney  Glause, 
where  you  have  a mandatory  regulation. 

GROUT:  It  has  nothing  to  do  with  drugs.  The  Delaney  Glause 

applies  only  to  food  additives,  and  I'd  urge  you  not  to  get  involved 
in  the  Delaney  Glause  business. 
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STELLAR:  I thought  that  it  had  to  do  with  drugs,  that  any 

ij  r !j(7 . . . 


CROUT:  It  has  nothing  to  do  with  drugs,  and  certainly... 

STKLLAR:  If  a drug  causes  cancer  in  animals? 

CROUT:  No,  sir.  Only  food  additives. 

KARTZINEL:  In  drugs  we  make  a benefit-risk  decision. 

CROUT:  Sure. 

M.  WEXLER:  Could  I ask  about  that  benefit-risk.  You  mentioned 

the  fact  that  in  view  of  the  fact  that  HD  is  a lethal  disease  with 
a definable  term,  there  would  be  some  alteration  in  the  risk  factor. 
Would  there  also  be  some  alteration  in  the  effectiveness  factor,  too? 

CROUT:  You  mean  would  we  approve  something  v/here  reasonable 

men  were  uncertain  about  its  effectiveness,  and  the  trials  didn't 
meet  a standard  of  adequateness  and  were  well  controlled? 

M.  WEXLER:  The  same  kind  of  standard  you  would  have  for  other 

types  of  disease,  but  in  view  of  the  lethal  quality  of  the  disease, 
maybe  you  wouldn't  require  as  much  effectiveness  proof. 

CROUT:  I'm  sorry.  I'm  just  not  aware  of  why  the  effectiveness 

standard  changes  because  of  lethality.  I think  risk-taking  behavior 
changes,  but  the  effectiveness  in  properly  controlled  trials  is 
usually  not  hard  to  demonstrate. 

M.  WEXLER:  Well,  let  me  give  you  a concrete  instance,  because 

I have  another  question  associated  with  it. 

CROUT;  So  I'd  have  to  say  why  would  we  have  to  be  faced  by 
that  decision  if  the  work  was  done  by  good  scientists? 

M.  WEXLER:  Let  me  ask  a question  in  a different  area  first. 

We  were  told  yesterday  that  a drug  I had  mentioned  (isoniazid,  for 
example) , which  had,  as  I understand  it,  been  approved  for  treatment 
in  tuberculosis,  had... 
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CROUT:  On  the  basis  of  safety  in  the  1950 's.  This  was  all 

precurrent  law.  Okay? 

M.  WEXLER:  Now,  if  we  wanted  to  use  that  drug  in  connection 
with  Huntington's,  would  it  require  a new  IND? 

CROUT : Yes . 

M.  WEXLER:  Because  of  its  use  in  connection  with  another 

disease? 

CROUT:  It's  not  an  approved  drug  now.  It's  not  even  on  the 

market.  You  can't  get  it. 

M.  V’TEXLER:  Oh,  I see.  I thought  it  was  an  approved  drug. 

CROUT:  It  was  withdrawn  for  reasons  of  safety.  It  caused 

liver  toxicity,  and  it  was  the  original  monoamine-oxidase  inhibitor 
antidepressant;  back  in  those  days,  you  remember,  it  was  called  a 
psychic  energizer  (that  is,  if  you  remember  the  ads  of  the  late 
fifties) . It  was  later  withdrawn  from  the  market  for  reasons  of 
liver  toxicity  when  the  tricyclates  and  others  came  along. 

N.  WEXLER:  It's  not  used  for  TB  at  all? 

CROUT:  I'm  sorry.  Did  you  say  "isoniazid"?  I beg  your 

pardon.  I thought  you  were  saying,  "iproniazid."  I misunderstood 
you.  Isoniazid  is  a marketed  drug  for  tuberculosis,  yes — 
sorry — a classic,  a standard  therapy  today.  If  it's  going  to  be 
used  in  a controlled  trial  for  Huntington's  disease,  supported  by 
the  manufacturer,  then  an  IND  is  required.  Yes. 

GUTHRIE:  A new  one? 

CROUT:  Yes,  a new  one.  But  that's  not  hard. 

M.  WEXLER:  What  isn't  hard? 

COURT:  Getting  an  IND. 

M.  WEXLER:  Oh,  getting  it.  But  then  you  have  to  do  the  work 

again . 
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CROUT:  Do  what  work? 

M.  WEXLER:  For  getting  approval  of  it  you  have  to  put  through 

a whole  series  of  tests,  do  you  not? 

CROUT:  The  purpose  of  the  IND  is  to  engage  in  a trial  aimed 

at  establishing  the  effectiveness  for  that  purpose,  that's  right. 

M.  WEXLER;  Is  that  different  from  what  you  would  require,  say 
for  the  same  drug  if  it  had  not  already  been  approved  for 
tuberculosis? 

CROUT : No . 

M.  WEXLER:  It's  not  different.  Why  should  it  be  as  strict 

when  you  already  have  your  safety  criteria.  Do  you  just  want  to 
know  if  it's  effective  in  this  other  condition? 

CROUT:  Yes. 

M.  WEXLER:  But  you  have  the  same  requirements. 

CROUT:  Yes.  That's  because  effectiveness  relates  to  an 

indication.  I mean  a drug  isn't  effective  in  the  abstract.  It's 
effective  for  high  blood  pressure,  Huntington's  disease. 

M.  WEXLER:  How  much  do  you  think  this  requirement  inhibits 

extension  of  old  drugs  to  new  conditions? 

CROUT:  Very  little.  It's  a pain  in  the  neck  to  some  people, 

but  it  is  a little  bit  like  the  filling  out  of  your  research!  grants 
How  much  does  filling  out  a research  grant  inhibit  research;  Well, 
I used  to  do  it.  We  spend  a certain  amount  of  time  doing  it  and 
you  say,  "Gee,  I wish  I didn't  have  to  do  that.  I could  spelnd  100 
percent  of  my  time  in  research."  But  I think,  put  that  up  as  a 
major  factor,  then  that  is  challenging  the  notion  that  the  whole  of 
the  research  process  ought  to  be  regulated.  You  can  challenge  that 
but  I suspect  that  there  would  be  a lot  of  political  opposition  to 
it.  ■ 

ARONSON;  May  I ask  a question?  I think  all  of  us  feel  that 
the  dual  standards  that  you've  been  describing,  both  for  effective- 
ness and  safety,  are  very  laudable.  It  has  been  alleged  that 
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because  of  the  ponderousnes s--this  kind  of  Holy-Roman-Empire 
approach  to  tilings --drugs  that  might  indeed  have  been  available 
to  the  American  public  are  indeed  not.  In  your  judgment  and  your 
knowledge,  are  there  indeed  drugs  (for  example,  in  the  European 
market,  that  have  been  sho\^m  to  be  effective)  currently  available 
to  patients  in  a wide  range  of  disorders,  organic  disorders,  which 
are  not  presently  available  to  the  American  population,  or  is  this 
an  allegation  which  does  not  have  any  basis  in  fact? 

GROUT:  Let  me  describe  it  in  three  levels.  What  we've  been 

talking  about  at  the  moment  is  research  on  drugs.  You  just  switched 
to  on-the-market , so  that  means  I have  to  divide  things  into  differ- 
ent categories;  in  diseases  where  there's  difficulty  in  finding 
the  right  drug;  where  there's  basic  research  needed;  where  there's 
a lack  of  knowledge  (and  I take  Huntington's  disease  to  be  of  that 
type,  where  you're  looking  for  new  ideas).  I think  it's  impossible 
to  know  if  our  regulatory  system  is  missing  leads,  because  we  do 
have  animal  screening  things  where  without  failing  the  test,  this 
test,  the  drug  doesn't  get  developed;  bad  toxicology  data — a drug 
doesn't  get  developed.  In  that  area,  my  judgment  is  that  you're 
going  to  find  new  remedies  coming  out  of  a variety  of  countries, 
and  I'm  not  impressed  that  our  country  is  behind  the  U.K.  or  Sweden 
or  Germany,  or  what  have  you,  in  real  innovation.  Just  a second. 
We're  talking  about  new  drugs,  new,  really  breakthrough  kinds  of 
ideas . 


ARONSON:  Precisely. 

GROUT:  Okay.  Now,  a second  issue  is:  Are  there  drugs  that 

are  marketed  overseas  and  not  marketed  in  this  country?  Once  all 
that's  known,  the  answer  to  that  is  clearly  yes,  because  there  are 
a lot  of  countries  who  don't  have  effectiveness  requirements  and 
safety,  as  you  know,  is  untested  to  a lesser  degree.  There  are 
all  kinds  of  drugs  in  Italy  and  Germany  and  France. 

ARONSON:  These  permissively  marketed  drugs,  are  indeed  some 

of  them  effective? 

GROUT:  To  my  knowledge,  there  are  no  secrets  in  that  bundle 

of  drugs. 

ARONSON:  That  is,  I think,  very  important. 
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M.  WEXLER:  I don't  understand  what  you  mean  by  that  answer. 

What  did  you  mean? 

GROUT:  To  my  knowlddge,  of  the  group  of  drugs  where  they've 

gone  through  a regulatory  process,  their  science  is  known,  and 
there's  a clear  decision  made:  They  aren't  going  to  be  marketed 

in  this  country,  and  yet  they  are  in  others.  I don't  know  of  major 
medical  breakthroughs  in  those. 

M.  WEXLER:  There  were  some  examples.  If  I remember  correctly, 

Indoral  was  one  that. . . 

GROUT:  Now,  wait  a minute.  I'm  sorry.  That's  marketed  in 

this  country.  Let  me  get  to  my  third  category. 

M.  WEXLER:  I know  it  is. 

GROUT:  I said  I'm  going  to  have  to  divide  this  question  into 

three  categories;  Gategory  1 is  innovation;  category  2 is  drugs 
in  which  a clear  decision  has  been  made  not  to  market  in  this 
country,  and  yet  they're  marketed  in  some  other  countries  (and  I 
think  our  drug  laws  are  intended  to  keep  out  some  of  those  from 
this  country) ; category  3 is  drugs  which  are  going  to  be  marketed 
in  this  country,  and  yet  appear  earlier  overseas.  That's  a differ- 
ent bundle.  In  that  category,  where  you  see  drug  development  coming 
down  the  pike,  I think  there  are  some  that  are  in  Europe  where  they 
clearly  have  advances  that  are  approved  in  Europe  earlier  than  they 
are  here,  and  there  are  gains,  and  there  are  costs  to  that. 

For  example,  one  of  the  most  interesting  examples  right  now 
is  [simetadine]  , which  is  a new  drug  for  ulcers.  It  was  approved  in 
the  U.K.  about  Ghristmastime , and  it'll  get  approved  here,  oh, 
within  the  next  couple  of  months  or  so,  that  kind  of  thing.  There 
will  b^^  a 6-month  timelag  which  relates  to  the  fact  that  probably 
we  review  the  data  more  rigorously;  our  package  insert  will  turn  out 
to  be  a little  more  constrained;  we  will  have  inspected  the  drug 
plant  and  done  a lot  of  things  that  will  have  been  before  a couple 
of  advisory  committees;  and  it  will  have,  as  we  pointed  out,  some 
long-term  carcinogenicity~testing  at  the  time  of  approval  (which 
it  did  not  have  in  the  U.K.),  and  some  things  of  that  tvpe.  I think 
the'»"e  is  a tlmelaq  between  certain  other  countries.  Remember,  this 
was  developed  as  a British  drug.  In  other  words,  it  was  invented 
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in  Britain,  and  its  research  started  there,  so  that  to  have  that 
down  to  a 6-month  aelay  is  not  bad. 

You  have  been  exposed  to  the  druglag  in  which  it's  been  por- 
trayed as  FDA  intransigence,  let's  say,  on  the  propranolol  issue. 

But  the  great,  great  bulk  of  those  examples  related  to  British- 
developed  drugs  in  the  cardiovascular  and  G.I.  fields  relate  also 
to  a very  contentious  period  at  the  FDA  some  years  ago  (which  I 
think  is  less  now,  but  not  gone  away) , in  which  people  want  to 
take  certain  examples  in  a certain  field  and  make  a general  princi- 
ple out  of  them  that  I won't  agree  with,  and  I don't  think  the 
evidence  supports. 

Let  me  give  you  some  statistics.  The  general  time  from  sub- 
mission of  a new  drug  application  to  its  approval  (for  those  that 
are  going  to  be  approved)  has  dropped  by  about  a year  between  1972 
and  now.  Now,  that  includes  when  it  came  in,  recycling  to  the  man- 
ufacturer, and  back  again.  This  is  not  review  time.  New  drug 
applications  operate  like  papers  to  a journal.  They  get  submitted, 
they  go  back  to  the  author,  they're  in  his  shop  awhile  for  correc- 
tion problems,  and  they  come  back.  I'm  talking  about  total  time 
between  submission  and  approval  (for  those  that  are  going  to  be 
approved)  was  at  a peak  of  37  months  in  about  1971  or  1972,  along 
in  there,  and  it's  20  months  today.  That's  average  figures.  We 
have  eliminated  these  outlying,  long  flap  kinds  of  things.  We 
have.  The  total  time,  as  I understand  it,  in  a recent  study  that 
Warden  did,  from  the  time  of  introduction  of  the  IND  (not  the 
drug  application,  the  IND)  to  approval  (for  those  drugs  that  are 
going  to  be  approved)  has  dropped  from  something  like  6 or  7 years 
to  about  5 years  now.  Those  are  happening  now.  I have  to  say  I 
believe  that's  all  fundamentally  irrelevant  to  the  issues  before 
this  Commission,  however,  because  I don't  think  youre  problem,  as 
I understand  it,  relates  to  the  approval  of  drugs  that  are  known  to 
be  useful. 

N.  WEXLER:  I think  you've  mentioned  three  times  that  you  feel 

it's  a much  more  profound  issue,  and  you  have  strong  personal  views. 
I think  we'd  be  very  interested  in  hearing  them. 

GUTHRIE;  Yes.  We'd  love  to  hear  your  own  views.  That's 
right. 
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CROUT:  You  tell  me  the  drugs  that  are  valuable  for  Hunting- 

ton's chorea  that  ought  to  be  on  the  market  and  aren't  on  the  market 
in  this  country,  and  that  are  useful  in  some  foreign  country. 

STELLEAR:  We  don't  have  any  such  examples.  But  we  are  con- 

cerned about  the  future  because  of  what  happened  in  the  past,  be- 
fore your  time  at  the  FDA. 

CROUT:  A lot  of  people  have  been  concerned  about  that. 

STELLAR:  We're  wondering,  for  example,  if  a new  drug  comes 

up  now,  let's  say,  for  a limited  population,  but  which  would  be 
beneficial  to  the  Huntington's  disease  patients  (perhaps  it's 
shown  in  10  cases  or  20  cases),  is  it  going  to  take  10  years,  and 
is  it  going  to  take  something  special  for  the  drug  companies  to 
spend  some  money  on  it? 

CROUT:  If  the  drug  manufacturer  does  bad  trials  on  it,  if 

the  toxicology  on  it  is  poor,  if  the  advisory  committee  says, 

"Turn  it  down,  because  it's  bad  science  behind  it,"  the  answer  is 
yes  . 


STELLAR:  But  suppose  it's  not  that?  Suppose  it's  the  way  it 

was  for  certain  other  drugs,  like  L-dopa,  for  example,  where  there 
was  a long  lag  between  the  time  it  was  agreed  by  everybody,  including 
personnel  at  FDA,  that  it  was  a good  thing,  or  that  sinemet,  where 
there  was  a long  lag,  3 or  4 extra  years,  after  all  investigators  — 
well,  I was  involved  in  that,  and  I know  that  investigators  every- 
where and  in  the  United  States  thought,  with  good  reason,  that  it 
was  effective  and  safe... 

CROUT:  You're  talking  about  sinemet? 

STELLAR:  Yes.  It  took  another,  at  least,  2-1/2  additional 

years . It  was  already  on  the  market  in  Europe  and  in  a number  of 
countries  which  are  highly  developed  and  where  they  have  equally 
good  testing  procedures. 

CROUT:  Remember,  that's  a British  drug,  and  you  have  to  ask 

when  it  was  started  in  the  United  States . 

STELLAR:  Sinemet  is  not  a British  drug.  Sinemet  is  an 

American  drug.  It  was... 
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GROUT:  No.  The  principle,  the  mixture  was  begun  overseas. 

STELLAR:  Well,  they  got  it  approved  there  overseas.  But,  at 

any  rate,  it  was  Merck,  which  is  international,  and  Merck  had  a 
big  program  here  in  the  United  States  with  it. 

GROUT : Yes . 

STELLAR:  I assume  you're  asking  v/here  do  I think  that  the 

delay  was? 

GROUT:  There  was  some  delay  in  our  place.  There  was  a very 

large  delay  in  Merck.  If  you  want  to  take  individual  examples  and 
go  down , drug  by  drug . . . 

STELLAR:  No,  I'm  not  looking  for  trouble. 

GROUT:  We  get  hung  by  the  fact  that  the  drug  industry  people 

go  around  lumping  together  the  total  review  time  and  attributing  it 
all  to  the  FDA.  For  a long  period  of  time  in  sinemet — I will  agree 
to  some  malcommunication  problems,  but  I believe  they  were  both 
ways--Merck  failed  to  submit  to  us  an  analysis  of  data  we  asked  of 
them  repeatedly,  and  they — as  I say,  I don't  know  that  there's 
any  reason  to  necessarily  have  to  account  for  all  of  those  things, 
but  you  have  to  accept  my  word  that  most  of  these  stories  have  two 
sides  to  them. 

GUTHRIE:  Gan ' t we  get  back  to  what  we  said  before?  I want  to 

hear  your  own  profound  feelings  about  what  you  think  is  our  problem. 

GROUT;  I think  there  is  a serious  problem  in  the  economic 
incentives  for  the  development  of  drugs  for  limited  patient  popula- 
tions, and  that  the  reason  the  drug  industry  doesn't  do  any  research 
on  them  is  that  they  can't  ever  see  an  ultimate  profit.  You  could 
take  the  Food  and  Drug  Administration  away,  and  they  still  wouldn't 
work  on  Huntington's  disease.  The  reason  for  that  is  they're  not 
working  on  it  in  Germany,  France,  Italy,  and  in  other  places  with 
large  markets  and  regulatory  systems  far  weaker  than  ours.  The 
reason  is  this  basic  floor  of  data  you've  got  to  have  in  any 
country  today  in  order  to  accept  the  liability  of  marketing  it  and 
in  order  to  pay  for  the  distributional  costs  and  that  sort  of  thing. 
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When  you  think  of  a few  tablets  in  a few  drugstores  around 
or  a few  hospitals  around,  and  the  scattering  of  that,  the  turn- 
over problems  in  pharmacies,  the  problems  of  stability  of  the  drug, 
the  problems  of  throwing  it  away,  the  problem  of  advertising  to  a 
limited  population  (of  how  you  have  to  spend  a lot  of  money  to 
advertise,  and  yet  there's  very  little  pay  back  from  that),  and  you 
have  to  accept  the  risk  of  a disaster  (mainly  all  those  patients 
suing  you  at  some  later  time  for  some  terrible  event) , that  floor 
is  the  fundamental  inhibitor  to  working  on  drugs  of  little  commer- 
cial interest.  A confounding  part  of  it  is  the  usual  one  of  lack 
of  a research  idea.  I mean  it's  even  harder  when  you  don't  have  a 
handle.  Then  I would  find,  as  the  evidence  for  that  point  of  view, 
that  as  far  as  I know,  as  I say,  countries  with  equally  advanced 
science,  with  the  same  drug  firms  aren't  discovering  things  here; 
they  aren't  discovering  things  in  certain  genetic  diseases,  and  I 
consider  that  a serious  problem. 

I think  you  can  see  solutions,  but  they're  major  solutions,  and 
they  go  to  the  heart  of  the  free  enterprise  system.  I gave  you 
three  potential  solutions.  One  is  the  solution  of  having  a state- 
owned  drug  firm  with  that  mission,  and  that's  the  Swedish  solution. 
Kabi  (K-a-b-i)  is  a consortium  of  drug  firms,  one  of  whose  branches 
has  as  its  mission  the  development  of  drugs  of  little  commercial 
value,  and  yet  that  drug  firm  also  handles  classical  drugs  and  is 
supposed  to  make  money  in  the  same  way  that  any  other  drug  firm 
does.  It's  not  state-subsidized,  as  I understand  it.  It  is,  how- 
ever, statf»-nwned , and  its  profits  go  into  this  area.  I don't  know 
how  successful  they've  been  in  that  area,  but  it's  worthy  of  world 
attention.  Obviously  also,  their  resources  are  fairly  small.  A 
state-owned  firm  in  the  United  States  of  comparable  magnitude  rela- 
tive to  our  population  would  control  enormous  resources . 

The  second  solution  is,  I think,  you  have  to  look  at  the 
patent  laws.  There  might  be  special  patent  protections.  I mean 
think  what  it  would  mean  to  have  patent  protection  for  a drug  in 
Huntington's  disease  for  50  years,  or  something  like  that,  instead 
of  17,  6 or  8 of  which  get  used  up  in  the  course  of  the  research 
process . 

The  third  solution  is  one  that  we  have  used  in  this  country  in 
the  cancer  field;  again,  not  without  controversy  and  with  varying 
degrees  of  success.  That  is,  we  assign  to  the  NIH  a positive  mission 
of  drug  development  in  certain  areas.  This  is  politically  difficult. 
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and  it  is  not  widely  accepted  at  the  NIH.  I think  they  feel  they 
have/  as  you  well  knoW/  a legitimate  mission  to  protect  basic 
research.  They  feel  under  pressure  already  from  too  much  in  the  way 
of  applied  research/  and  too  much  of  the  mission  I'm  talking  about 
could  undermine  their  own  capability  to  properly  articulate  the 
case  for  basic  science.  So  I think  that  has  to  be  looked  at  with 
a great  deal  of  caution.  I know  Dr.  Frederickson  and  others/  on 
the  one  hand/  have  been  wanting  to  see  the  fruits  of  research  turn 
into  practicality;  and  on  the  other/  recognizing  the  political  diffi 
culties  of  that.  So  I don't  want  to  be  taken  as  arguing  with  or 
being  unduly  provocative  to  Dr.  Frederickson  on  that  issue.  I'm 
just  saying  it's  a tough  one. 

GUTHRIE:  Who  would  assign  that  mission? 

GROUT:  The  Congress / I assume. 

GUTHRIE:  That  would  come  from  the  Congress? 

GROUT:  Well/  yes.  It  has  to  come  from  the  heart  at  NIH/  I 

suspect/  more  than... 

GUTHRIE:  Well/  let  me  say  that  I'm  thinking  of  some  one  or 

two  people  who  are  already  involved  in  treatment  and  experimental 
medications  at  NIH.  The  question  tnen  is  how  to  get  them  the  kind 
of  mission  support/  I guess. 

GROUT:  Yes. 

GUTHRIE:  And  that  would  come... 

GROUT:  See/  they'll  do  work/  and  the  issue  is  how  to  take  this 

the  basic  research/  deal  with  regulatory  requirements/  get  the  toxi- 
cology done/  deal  with  the  Food  and  Drug  Administration/  see  that 
the  trials  are  okay/  et  cetera/  et  cetera/  and  get  the  thing  to  a 
point  where  the  free  enterprise  system  will  take  it  over  and  manu- 
facture and  distribute  it.  That's  what  the  Cancer  Institute  does / 
and  I say/  not  without  controversy/  but  I think  that's  been  a 
successful  and  a valuable  approach. 

M.  WEXLER:  I don't  know  that  much  about  the  sodium  valproate 

story/  but  isn't  that  an  example  in  some  ways  of  the  NIH  providing 
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a lot  of  the  toxicology  data  and  Abbott  really  being  the  rate- 
limitinq  factor  there  and  not  taking  it  over  and  marketing  it? 

CROUT : Could  be.  I don't  know  the  circumstance. 

KARTZINEL:  That  drug  is  being  sponsored  by  Abbott  as  the  firm 

sponsoring  the  development  of  that  drug.  Some  of  the  clinical 
studies  are  being  done  at  NIH  through  collaboration  with  Abbott. 


M.  WEXLER:  That's  already  marketed  overseas. 

KARTZINEL:  It's  marketed  in  Europe;  it's  not  marketed  in  this 

country . 

M.  WEXLER:  How  long  has  it  been  marketed  in  Europe,  do  you 

know? 


KARTZINEL:  I believe  it  was  first  marketed  in  France  in  about 

1967.  It's  only  in  the  last  year  or  two  that  it  has  started  to  be 
marketed  in  other  countries. 

M.  WEXLER:  Why  is  there  such  a lag--if  you  know,  perhaps  you 

don ' t--between  1967  and  now? 


KARTZINEL:  There  was  no  drug  company  in  the  United  States 

until  December  25,  1974.  That  was  the  first  date  that  an  American 
company  submitted  an  IND  to  this  county  to  do  anything  with  the  drug. 

M.  WEXLER:  It  was  a lack  of  interest  here,  then? 

KARTZINEL:  That's  right.  Once  the  drug  company  did  pick  up 

interest,  that  company  has  still  not  been  that  quick  in  doing  the 
appropriate  studies.  As  long  as  6 months  ago,  we  indicated  (through 
a letter  that  was  sent  by  Dr.  Finkel  to  all  drug  companies  that  are 
sponsoring  drugs  that  we  consider  either  major  or  modest  therapeutic 
advances)  to  that  company  that  they  should  perform  the  studies  at  a 
quicker  rate,  meet  with  us,  and  we  would  see  what  requirements  could 
be  waived  and  what  requirements  could  be  made  easier  through  out 
advisory  committee  format,  so  that  the  drug  could  be  marketed  in 
the  United  States. 

M.  WEXLER:  What  I'm  asking  are  not  so  much  the  specifics  on 

that,  but  is  that  an  example  of  that  third  alternative  that  you  are 
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proposing?  In  which  case,  can  the  lack  of  interest  in  the  private 
sector,  because  it's  not  going  to  be  a commercially  successful 
drug,  still  be  a rate-limiting  factor?  If  you  do  all  the  develop- 
ment and  toxicology  studies,  can  they  still  drag  their  feet  in  the 
private  sector  and  not  distribute  it? 

KARTZINEL:  Sure  they  can. 

GROUT:  I think  there  are  some  better  examples  in  the  cancer 

area,  where  they  have  several  drugs  that  they  consider  now  approv- 
able  for  new  drug  applications  that  they're  having  trouble  getting 
sponsors  for.  I don't  know  the  economics  of  this,  but  it's  very 
clear  that  the  drug  industry  is  not  falling  all  over  itself  to  grab 
these  things;  so  something  has  arrived.  But  I don't  know  exactly 
what . 

KARTZINEL:  In  general,  you  have  to  remember  drug  companies 

are  often  exploring  several  drugs  at  many  different  levels  of 
development  (some  being  given  to  animals,  some  first  starting 
human  studies,  some  near  marketing.)  In  general,  I would  say  if 
they  had  a choice  between  a drug  of  a limited  value,  although  they 
may  be  working  on  it  and  telling  commissions  and  the  like  that  they 
are  working  on  it,  and  if  they  have  another  analgesic  or  a minor 
tranquilizer  (that's  going  to  have  a much  larger  impact  on  their 
stockholders),  they  are  going  to  pursue  that  other  drug.  Now  they're 
working  on  many  things  simultaneously,  and  they're  not  putting  all 
their  efforts  into  one  thing. 

M.  WEXLER:  Of  course,  what  the  drug  companies  would  tell  us 

is  that,  "Gee,  we'd  love  to  work  on  your  drug,  but  the  FDA  gives 
us  all  these  regulations,  and  it  really  is  terribly  difficult  for 
us  to  fill  out  all  this  paper  work  and  the  lab  requirements  and..." 

GROUT:  I understand  that,  and  I think  that's  fundamentally 

misleading.  It  isn't  going  to  the  heart  of  the  problem,  because  the 
answer  is,  "Why  aren't  they?  Where  is  discovery,  then,  in  countries 
with  lesser  regulatory  systems?" 

ARONSON:  I'm  very  intrigued  by  your  statement — and  I have  no 

reason  to  dispute  it — that  the  same  drug  companies  operating  in 
countries  without  the  same  regulatory  network  have  not  arrived  at 
any  great  discoveries.  May  I assume  also  that  the  countries  without 
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the  economic  incentive  systems,  such  as  the  Socialist  countries, 
have  also  not  developed  any  great  drugs  in  the  last  decade? 

CROUT : That  is  true.  The  Socialist  countries  don't  develop 

anything  at  all.  There  have  been  a couple  of  interesting  cancer 
drugs,  I gather,  to  come  out  of  research  in  Czechoslovakia  and  the 
Soviet  Union,  but  very  limited.  I'm  sorry.  I don't  want  to  bf^ 
ou'^*-«*d  as  what  I heard  you  say  the  first  time.  I don't  want 
to  s^v  that  foreign  countries  are  not  developing  new  drugs.  There 
are  some  very  wonderful  discoveries  that  have  come  out  of  the  U.K. 
and  Germany  and  Italy,  and  so  on.  What  I'm  saying  is  I don't  see 
any  coming  out  for  drugs  of  very  limited  commercial  value  which  are 
being  hidden  somewhere. 

ARONSON:  No.  That's  what  I'm  talking  about. 

CROUT:  That's  what  I mean.  Sodium  valproate  is  not  marketed 

in  a lot  of  countries,  as  I understand  it.  There's  a literature  on 
it,  but  I don't--is  it  being  widely  sold  and  widely  used? 

M.  V7EXLER:  It's  being  marketed  in  a number  of  countries,  the 

more  advanced  ones  anyway,  but  not  here;  and  it  seems  to  be,  from 
the  literature,  of  undoubted  value.  I wonder  why  our  own  FDA — if  it 
is  the  FDA,  and  I don't  say  it  is — but  if  there  is  delay  in  the  FDA, 
why  should  we  be  that  far  behind,  or  can  we  correct  that  situation? 
For  example,  why  can't  the  FDA  utilize  some  of  the  data  that  a 
British  company  or  a British  regulatory  agency  has  used? 

CROUT:  We  do.  We  do. 

M.  WEXLER:  It  seems  that  you  require--by  "you,"  I mean  the 

agency  and  before  you  were  there — virtually  a whole  new  set  of 
data  from  beginning  to  end. 

CROUT:  We  require  unequivocal  effectiveness  data  with  the 

raw  data  behind  it,  case  reports  behind  it. 

M.  WEXLER:  Yes.  Sometimes,  I know,  you  can't  get  the  raw 

data. 

CROUT:  And  as  you  well  know,  there's  a European  tradition 

tliat  an  investigator  is  to  be  trusted  and  there's  something  a 
little  unseemly  about  asking  him  for  the  raw  data  behind  his 
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report.  So  there  are  a number  of  studies  which  in  the  literature 
were  taken  as--and  probably  are — demonstrating  effectiveness,  which, 
when  they  come  here,  all  there  is  is  the  reprint.  But  I think 
we've  gotten  phased  in  a number  of  these  cases  with  simply  the 
foreign  literature  and  nothing  in  the  United  States. 

I can  tell  you  about,  for  example,  [declomethezone] , a drug  I 
know  very  well.  It's  for  asthma,  and  it  was  in  a highly  touted 
druglag  of  several  years  ago.  The  sequence  of  events  was  that  it 
was  developed  in  Britain,  started  in  an  IND  in  Britain,  and  almost 
a year  after  it  was  marketed  in  Britain,  it  came  to  the  United 
States.  A different  company  bought  the  rights  and  began  its  re- 
search in  the  United  States.  They  started  some  trials  in  the  United 
States  and  submitted  a new  drug  application  to  us.  The  new  drug 
application,  then,  came  into  us  a year  after  it  had  been  marketed 
in  Britain.  It  had  all  the  trials  in  the  literature ^ and  only  some 
20  or  30  patients  in  studies  in  the  United  States.  We  had  to  ask 
the  reasonable  question:  "If  this  is  such  a breakthrough,  why  is 

it  that  none  of  the  pulmonary  specialists  in  the  United  States  are 
using  this?  Why  2 or  3 years?  How  did  it  happen  that  things  were 
so  slow?"  Well,  it  happened  so  late  because  of  commercial  interests, 
of,  I guess,  licensing  arrangements  in  this  country;  because  of  the 
ponderousness  of  our  total  system,  not  just  FDA  operations,  but 
review  procedures,  the  litigation,  et  cetera,  et  cetera.  They 
generally  bring  drugs  here  where  there  is  a reasonable  certainty,  a 
reasonable  expectation  they're  going  to  succeed.  And  we  are  facing 
that  problem. 

But,  again,  I point  out,  that  results  in  a timelag  in  drugs 
that  are  going  to  be  approved  here.  I think  we  have  to  be  very 
sensitive  to  that  problem.  We  work  at  it  hard,  and  we've  got 
special  administrative  procedures  for  new  molecular  entities  that 
are  important.  Now,  clearly  in  our  regulations  we  accept  foreign 
data.  We've  got  mandatory  conferences  with  drug  manufacturers  in 
the  middle  of  the  research  process  at  the  end  of  phase  2 on  all 
drugs  that  we  classify  as  "1-A."  We've  got  a classification  system 
for  new  molecular  entities  and  medical  advances.  I think  there's 
going  to  be  a little  bit  of  a timelag  continuing,  but  I think  that's 
a different  problem  from  literally  no  discovery.  My  understanding 
of  the  problem  before  this  Commission  is  the  "no-discovery"  problem 
rather  than  "we-know-what-it-is-let ' s-get-it-through"  problem. 
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uriM^LAH:  Well,  that's  true  at  the  present  time.  But,  as  I 

he  lore,  we  are  looking  to  the  future  and  we're  wondering  how 
long  it's  going  to  take  and  where  the  delays  might  be  which  are 
necessary  and  can  be  eliminated.  I would  like  to  say  that  there  are 
a couple  of  points  on  which  I don't  quite  agree  with  you,  but  I 
want  you  to  know  that  I'm  thinking  in  terms  of  not  just  Huntington's 
disease,  but  Huntington's  and  related  diseases,  and  for  the  future. 

One  thing  that  still  bothers  me  is  this  question  of  inhibition 
of  research.  You  expressed  the  view  before  that  you  didn't  think 
chat  researchers  were  particularly  inhibited  by  some  of  the  regula- 
tions of  the  FDA,  but  that's  not  my  experience  as  I look  around  me 
and  practice  mfedicine.  I see  inhibition  against  using  an  old  drug 
for  something  new,  because  word  has  gotten  out  that  you  really  have 
to  treat  it  as  if  it's  a new  drug.  Now,  that  wasn't  true  just  a few 
years  ago.  A doctor  could  take  any  drug — old  drug--and  say,  "Well, 

1 think  this  might  be  good  for  a headache  of  some  kind,"  and  just  use 
it  and  there  was  no  problem.  Now  he  asks  himself  if  he's  even  going 
to  be  sued  for  malpractice,  because  the  drug  inserts  give  the  indica- 
tions and  they  say  that  you  musn't  use  it  for  anything  else.  All  a 
person  has  to  do  is  say,  "Well,  this  was  used  for  a different  condi- 
tion, and  it's  not  yet  approved."  So  doctors  are  distinctly  inhib- 
ited, I can  assure  you,  from  using  old  drugs  for  new  things. 

I'm  not  blaming  the  FDA  only  on  that,  but  I wonder  if  some  of 
the  regulations  of  the  FDA  might  be  modified.  I can  tell  you,  too, 
that  it  isn't  only  new  drugs.  It's  even  new  amounts,  new  propor- 
tions. You  know  that  sinemet  is  another  example.  There's  a new 
combination  in  which  one  ingredient  alone  is  changed;  it's  25 
carbidopa,  250  L-dopa,  and  now  the  new  one  is  25  carbidopa,  100 
L-dopa.  I don't  know  if  it's  very  good  or  not.  I'm  doing  some 
work  on  it;  I don't  think  it's  going  to  have  any  great  value.  But 
suppose  it  did  have  a great  value?  Why  should  one  have  to  start  all 
over  again?  You're  really  saying  to  the  doctors  that  they  don't 
have  sense  enough  to  vary  the  dosage  of  a drug,  and  yet  this  has 
been  approved.  Even  when  sinemet  came  in,  there  was  only  one  ingre- 
dient that  needed  approval,  which  was  known  to  be  inert  by  itself. 

Yet  all  the  things  had  to  be  done  all  over  again  for  the  combina- 
tion, and  now  all  over  again  for  a slight  change  in  the  combination. 
That's  terribly  expensive.  I know  it  is,  because  I'm  spending 
some  of  the  drug  company's  money  on  it. 

GROUT:  Well,  you've  raised  three  issues. 
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STELLAR:  Is  that  all? 

GROUT:  I'd  like  sometime  to  get  back  to  what  I think  some  of 

the  larger  issues  with  the  drug  industry  are,  but  I've  a fourth 
suggestion  on  v;hat  the  major  things  are  in  public  policy  we  have 
to  consider.  But  what  I said  was  the  legitimate  investigator  who's 
working  on  problems  like  Huntington's  disease  or  any  other--I  mean 
his  major  job  in  a university  has  got  to  cope  with  a regulatory 
system  which  includes  IND's,  and  there  our  policy  and  Federal  law 
is  that  you  have  to  do  that.  V7e  can  change  by  regulation  the 
nature  of  applications,  any  of  the  nitty-gritty  ground  rules,  but 
review  of  that  research  by  the  Federal  Government  is  a statutory 
requirement;  and  along  with  it  the  informed  consent  requirement  is 
a statutory  requirement,  and  those  are  the  fundamental  aspects  by 
law  in  the  research  area.  Everything  else  is  by  regulation.  Now, 
that  comes  from  the  fundamental  history  of  the  thalidomide  era, 
where  investigational  drugs  were  distributed  widely  prior  to 
marketing.  There  was  not  good  recordkeeping  on  v;hat  doctors  were 
getting,  what  they  were  being  used  for,  and  it  wasn't  legitimate 
problem-solving  research.  We'd  just  give  it  to  doctors  and  they'd 
use  it. 

Now,  a second  issue  you  raised  is  the  use  of  a drug  outside 
the  package  insert,  once  marketed.  That's  a different  issue.  Where 
Federal  policy  is,  for  a doctor  to  use  a drug  outside  the  package 
insert  is  not  in  violation  of  the  Federal  law  at  all.  What  it  is, 
however,  today  is  a useful  tool  for  lawyers  in  the  malpractice  arena. 

STELLAR:  That's  right.  It's  an  invitation. 

GROUT:  Nov/,  Federal  law  can't  cope  with  that.  You  could  take 

the  Food,  Drug,  and  Gosmetic  Act  away  and  still  find  lawyers 
dangling  package  inserts  around  in  lawsuits.  So  I will  agree  that 
the  pressures  for  the  use  of  a drug  outside  the  package  insert 
have  grown  immensely,  but  the  solution  to  that  (if  indeed  there  be 
any)  relates  to  the  litigious  character  of  our  society. 

STELLAR:  You're  saying  Food  and  Drug  can't  alter  that.  It  is 

not  within  your  ability  to  change  any  of  that. 

GROUT:  Absolutely  not.  Nor  can  the  Gongress,  unless,  I would 

assume,  they  want  to  really... 
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STELLAR:  In  making  those  inserts  available,  publicizing  them, 

making  them  very  hard  and  fast--in  effect , the  inserts  name  all 
toxic  effects  that  have  occurred  after  the  taking  of  the  drug, 
whether  related  or  not.  They're  all  in  there. 

CROUT : Some  are,  and  we'd  like  them  not  to  be. 

STELLAR:  Almost  every  insert  says  the  same  thing.  You  can 

get  anything  from  anything,  and  this,  to  me,  is  Food  and  Drug  regula- 
tion. But  I don't  want  to  belabor  the  point. 

CROUT:  I agree  with  you.  We  have  a whole  set  of  regulations 

coming  out  on  how  to  write  better  package  inserts.  That's  so.  But 
again,  that's  a different  issue.  I'm  sorry.  You  just  switched  the 
adverse  reactions  here.  We  were  talking  about  indications.  The  use 
of  a drug  for  indications  not  in  the  package  insert  is  not  in  viola- 
tion of  Federal  law. 

STELLAR:  Well,  it's  taken  as  if  it  is.  And  I'm  not  blaming 

you. . . 

CROUT:  I'm  suggesting  that  this  Commission  can't  do  much  about 

that  unless  it  goes  to  the  heart  of  the  whole  adversarial  system  in 
relation  to  the  practice  of  medicine. 

STELLAR:  That's  what  I'm  trying  to  get  at,  as  to  what  the 

Commission  can  do. 

GUTHRIE:  Let's  get  back  to  what  you  were  going  to  say,  too. 

I'm  interested.  You  got  off  the  track  a little  bit  there,  too.  You 
said  you  had  a number  4. 

CROUT:  Number  4 is... 

STELLAR:  I thought  you'd  gone  as  far  as  number  3. 

CROUT:  What  I'm  saying  is  that  the  practice-of-medicine  issue 

is  not  legitimate,  is  not  viewed  under  the  law  as  legitimate  re- 
search; therefore  it  isn't  covered  by  the  IND  requirements  of  the 
law. 

STELLAR:  May  I say  what  I had  in  mind,  to  try  to  get  down  to 

the  main  point,  was  that  this  Commission  has  to  be  concerned  with 
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its  recommendations,  and  if  a recommendation  will  help  a bad 
situation  (let's  say  by  going  to  the  heart  of  the  matter  or  the  law 
or  whatever  it  is),  that  this  is  what  we  want  to  do.  We  don't  want 
to  belabor  the  FDA  if  it's  not  within  FDA's  power.  But  I gather 
that  you  don't  quite  feel  that  there  certainly  now  is  much  of  a 
problem  in  the  FDA  with  the  inhibition  of  research,  and  that's  what 
I don't  find  myself  in  agreement  with. 

GROUT:  I don't  believe  that  this  is  the  case.  I believe 

there  is  a good  deal  of  inhibition  of  research.  What  I'm  saying  is 
that  it  relates  to  the  IND  requirements.  It  doesn't  have  anything 
to  do,  in  my  judgment,  with  the  effectiveness  requirements  for  the 
"druglag."  You're  dealing  with  some  very  large  issues,  some  of  which 
are  statutory,  and  some  of  which  are  part  of  the  fabric  of  our  society, 
and  to  put  all  that  into  the  category  as  if  it  were  correctable  by 
some  administrative  decisions  of  the  Food  and  Drug  Administration 
is,  I believe,  naive.  That's  what  I'm  saying. 

STELLAR:  I don't  disagree  with  you  on  that. 

GROUT:  I think  we  get  to  be  the  whipping  boy  for  a lot  of 
these  problems  as  if  there  was  some  way  that  something  could  happen 
to  correct  them  that  is  within  our  power,  and  I think  that’s  the 
message  I'm  trying  to  say. 

STELLAR:  The  main  point  I really  want  to  get  across  is  that 

as  I see  it,  there  is  fault  on  more  than  one  side.  In  the  drug 
industry,  certainly,  there  is  a question  of  economic  motivation. 

GROUT:  Sure. 

STELLAR:  But  I do  think  that  there  has  been,  in  the  past, 

fault  on  the  part  of  the  FDA  and  fault  on  the  part  of  the  legisla- 
tion that  comes  out  regulating  drugs.  I think  that  if  FDA  sees 
some  corrections  that  it  can  make,  that's  going  to  help.  If  this 
Gommission  can  make  recommendations  for  legislation  that  might  be 
carried  out  to  help,  that  would  be  valuable.  I think  if  FDA  doesn't 
see  any  fault  or  any  difficulty  with  inhibition  or  with  timelag, 
that's  where  I would  disagree.  I think  I see  that  in  FDA  as  well  as 
in  other  things. 

GROUT:  Okay.  I am  perfectly  willing.  I've  devoted  my  life  to 

trying  to  correct  some  of  the  problems  at  the  Food  and  Drug 
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Administration,  and  I'm  perfectly  willing  to  share  my  thoughts 
with  you.  but  I want  people  to  work  on  what  I consider  to  be  the 
hard  issues.  What  I'm  saying  is  there  is  some  inhibition  of  re- 
search under  our  regulatory  laws.  I will  grant  that.  In  my 
judgment,  they  come  from  the  part  of  the  laws  that  require  the 
regulation  of  clinical  research.  That  may  be  a social  experiment, 
wiiich  100  years  from  now  we'll  look  back  on  and  say  wasn't  smart, 
as  we  look  back  on  the  Prohibition  era,  or  something.  But  you  have 
to  recognize  it's  a mixed  blessing. 

If  you  look  back  on  the  Prohibition  era,  it  might  not  have 
been  smart  from  the  standpoint  of  crime  and  respect  for  laws  and 
bootlegging  and  the  Mafia  and  a whole  lot  of  things  like  that,  but 
it  was  very  good  for  health.  Cirrhosis  of  the  liver  came  down, 
and  it  was  clearly  a health  gain  for  the  nation.  We  may  be  in  a 
social  experiment  where  you  look  back  and  you  say  the  regulation  of 
research  was  not  a good  thing  to  attempt,  and  that  its  costs  were 
hiaher  than  you  gained,  and  that  society  should  properly  accept  the 
risk  of  greater  risk-taking  in  the  area  of  research.  Fine.  Make 
that  case,  but  make  it  to  the  Congress  and  understand  the  back- 
around  of  thalidomide,  current  Kennedy  hearings,  litigious  environ- 
ment, review  committees,  informed  consent,  et  cetera,  which  you 
all  are  aware  of,  and  tackle  that.  This  is  not  something  that's 
under  the  control  of,  in  the  administrative  sense,  a limited  body 
like  the  Food  and  Drug  Administration.  We're  a part  of  it. 

STELLAR:  But  are  you  taking  the  position  that  Food  and  Drug 

Administration  has  no  control  whatsoever  over  the  inhibition  of 
research  and  the  timelag? 

CROUT:  Absolutely  not. 

STELLAR:  Do  you  feel  that  there's  nothing  you  can  do  in  FDA 

to  remedy  that? 

CROUT:  Absolutely  not.  I came  down  here  on  a Saturday 

morning  to  tell  you  what  some  of  the  problems  are,  and  I'm  telling 
you  we  have  administrative  procedures  to  try  to  see  that  the  good 
chemicals  are  sorted  out.  We've  got  a classification  system  for 
every  IND  in  the  house . I can  tell  you  what  every  new  entity  is  and 
all  that  were  developed  in  the  last  few  years,  and  whether  we  classi- 
fied it  as  a new  molecular  entity,  whether  it's  an  "A,"  "B, " or  "C." 
We've  got  different  pathways  for  handling  them:  "A,"  relating  to 
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medical  advance;  "B,"  to  modest  gain;  "C,"  to  duplicating.  But 
there  is  also  a ponderous  system.  I'm  also  saying  that  the  whole 
system,  including  all  the  responsibilities  that  are  accepted  when 
drug  marketing  occurs,  means  that  drugs  of  little  commercial  inter- 
est are  unattractive  for  workup  by  the  drug  industry,  and  we  don't 
have  alternative  mechanisms.  So  you're  advancing  all  the  troubles 
that  occur  with  things  of  commercial  interest. 

GUTHRIE:  Now,  you're  getting  back  to  what  I'm.  thinking.  I'm 

thinking  to  myself... 

ARONSON;  May  I?  I would  welcome  your  thoughts  as  to  what 
fundamental  recommendations  you  make. 

GROUT;  I think  in  the  area  of  little  commercial  interest, 
we  have  to  recognize  that  there  aren't  economic  incentives  for  it, 
and  they're  worldwide.  As  I pointed  out,  you've  got  to  address  it 
by  either  having  the  Government  accept  increasing  responsibility 
for  working  up  these  drugs — and  there  are  two  models  that  we  have 
to  see  in  this  world;  one  is  the  Kabi  model,  in  Sweden,  of  a state- 
owned  drug  firm,  and  another  is  the  NIH  model  that  we  have  for 
cancer  drugs,  both  of  which  are  too  early  in  their  evolution  to 
know  how  well  they're  going  to  do,  but  not  clearly  a failure  at 
this  point,  either.  I think  we  have  to  worry  about  the  patent 
laws,  as  I pointed  out,  and  I think  that  the  final  suggestion  that 
we  have  to  consider  is  whether  or  not  the  drug  industry  should  be 
a public  utility  in  which  basically  the  model  is  the  telephone 
company  and  Bell  Laboratories.  But  until  something  like  that 
happens,  the  drug  of  little  commercial  interest  is  going  to  languish, 
and  you  can  take  the  Food  and  Drug  Administration  away  and  it  will 
still  languish. 

GUTHRIE:  Can  I go  one  step  further  and  say  that  last 

suggestion  now  interests  me,  of  course.  Do  you  know  of  any  way 
(since  you're  involved)  to  get  the  Government  involved  in  some 
small-scale — not  big-scale--  drug  industry,  so  to  say;  people  in 
the  Government  itself  (even  the  FDA,  perhaps)  setting  up  some  kind 
of  small-scale  drug  industry  for  these  kinds  of  drugs? 

STELLAR:  We've  got  trouble  enough. 

GROUT:  We've  got  some  examples  of  having  done  that,  but  it 

ultimately  is  dependent  upon  a drug  firm.  Let  me  give  you  some 
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examples.  Ilo  f fman-LaRoche , 2 or  3 years  ago,  marketed  sodium 
ni t roprusside , a rather  well-established  drug  for  high  blood 
pressure,  given  intravenously — not  a large  market.  What  Hof fman- 
LaRoche  did  was  some  of  the  basic  toxicology  that  hadn't  been  done; 
it  did  not  require  a long-term  toxicology  because  it's  for  acute 
use,  so  the  expense  to  them  was  not  great.  They  gathered  together 
the  literature  on  this  drug,  did  not  do  additional  trials,  and  we 
reviewed  that  and  accepted  the  literature  as  supporting  effective- 
ness, and  they  now  market  that  drug.  The  drug  is  for  short-term, 
and  it's  for  an  important  use.  There  was  medical  literature 
available  on  its  effectiveness  for  years  and  years,  and  it's  a shelf 
chemical  that  people--Hof fman-LaRoche  is  probably  neither  making 
nor  losing  lots  of  money  on  that. 

A couple  of  years  ago — more  than  a couple  of  years  ago — Arnar- 
Stone  took  a drug  called  dopamine,  and  based  on  the  work  of  several 
investigators  developed  that  drug  for  use  in  shock;  it  again  is  a 
shelf  chemical.  It  turns  out  shock  is  a big  market,  and  Arnar- 
Stone,  I think,  is  doing  very  well  with  that  drug.  We  thought  it 
was  one  of  very  little  commercial  interest  at  the  time  they  took  it 
up,  and  I believe  they  have  done  very  well  by  that  financially. 

But  fundamentally,  their  policy  is  to  take  over  drugs  like  this. 
They're  a small  drug  firm.  What  to  a major  drug  firm  is  not  very 
much  money  is  to  them  a gain,  and  there  are  a couple  of  drug  firms 
with  a policy  like  that.  Calbiochem  has  had  a policy  like  that. 

GUTHRIE:  Now,  wait.  Where  did  they  get  the  money  to  do  it? 

GROUT:  You  have  to  ask  them.  There  are  a couple  of  little 

drug  firms . . . 

STELLAR:  That's  purely  a commercial  thing. 

GUTHRIE:  See,  I'm  trying  to  bring  the  two  together.  I'm 

trying  to  think  to  myself... 

GROUT:  It  wasn't  as  commercial  at  the  time  they  did  it  as 

it's  looking  now. 

STELLAR:  No,  but  they  made  the  investment.  They  didn't  get 

any  subsidy,  or  anything  like  that. 
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GUTHRIE:  Then  that's  not  answering  what  I'm  thinking.  I'm 

thinking  about  then  trying  to  utilize  the  idea  of  a small  company 
being  interested  in  a possibly  useful,  or  nonuseful — but  certainly 
a small  population — drug  and  possibly  getting  some  kind  of  Federal 
support. . . 


M.  VffiXLER:  And  give  them  a grant  to  develop  it? 

GUTHRIE:  Yes.  In  other  words,  combining.  I'm  not  going  to 

change  the  whole  industry  to  make  it  a public  utility.  I'm  sure 
that's  not  going  to  happen.  At  least,  it's  going  to  take  us  25 
years  to  get  something  like  that,  and  that  would  be  called  socialism, 
wouldn't  it?  So  v;e  can't  do  that.  But  conceivably... 

ARONSON:  We  did  it  with  telephones.  Don't  limit  yourself 

[laughter] . 

GUTHRIE:  Well,  I don't  want  to,  but  I think  somebody  else 

would.  So  I'm  just  suggesting,  can't  we  do  a little  bit  of  both? 
Can't  we  get  a little  bit  of  public  utility  involvea  in  a small, 
little  company  and  try  to  get  some  kind  of  harmonious... 

GROUT:  The  institution  with  the  greatest  experience  on  that 
is  the  Cancer  Institute,  and  you  might  talk  to  Dr.  DeVita  or  Dr. 
Newell,  who  is  the  Acting  Director,  or  you  might  talk  to... 

ARONSON:  Could  you  see  provisions  in  the  Small  Business 

Administration  specifically  allocating  funds  available  to  that 
administration  to  groups  other  than  small  businesses,  but  with  the 
same  provisos,  which  are  grants  in  essence  at  very,  very  low 
interest  rates;  in  a sense,  for  the  Government  to  act  as  the  venture 
capital  source  for  risk... 

GROUT:  Who  in  the  Government  would  work  up  the  drugs  then? 

ARONSON:  No.  I would  assume  that  a private  organization,  a 

pharmaceutical  house,  would  identify,  on  the  basis  of  some  investi- 
gative lead  presumably  coming  from  a reputable  laboratory,  the 
possible  commercial  applicability  of  a lead.  Such  a lead  is  not, 
to  my  knowledge,  available  in  Huntington's  disease.  Let's  say 
there  were,  but  with  a considerable  degree  of  risk  beyond  that 
which  the  company  recognizes  as  its  responsibility  to  its  stock- 
holders. Were  they  to  have  venture  capital  that  is  not  responsive 
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to  the  stockholders,  then  it  might  be  an  incentive  for  a reputable 
pharmaceutical  house  to  go  ahead  with  a drug  with  small  potential 
commercial  yield.  Do  you  see  the  possibility... 

CROUT:  It  might  be,  but  they  ultimately  would  have  to  decide 

whether  there  is  any  gain  at  all.  Now,  what  I can't  tell  you — I 
guess  my  suggestion  would  be  that  somebodv.  maybe  a different  commis 
sion  or  a different  group,  should  study  this  problem  in  its  generic 
sense  instead  of  in  the  context  of  Huntington's  disease.  There  is 
goinq  to  be  a certain  distribution  small  enough  such  that  nobody 
can  market  the  drug  profitably.  Let  me  give  you  some  examples. 

There  are  some  effective  drugs  for  tropical  diseases  which  are 
available  in  this  country  through  the  CDC,  but  they're  used  for 
somebody  that  comes  back  from. . .with  the  disease.  They  look  like 
they're  permanently  IND.  For  10  or  20  cases  a year  or  something, 
nobody  can  make  any  money  marketing  that.  There  are  some  diseases.. 

STELLAR:  Instead  of  venture  capital,  what  about  special  tax 

gains? 

CROUT:  So  there's  a certain  lower  limit  where  nobody  can  make 

any  money  off  of  it  and  it's  pure  public  service.  What  I don't 
know  is,  in  today's  world,  given  litigation,  manufacturing  costs, 
distributional  costs,  et  cetera,  what  the  break-point  is.  Is  it 
2,000  people,  10,000  people,  100,000  people?  I'm  sorry.  I just 
don't  have  any  idea.  I think  we  need  some  kind  of  input  from  the 
drug  industry  to  figure  that  out,  because  if  you're  below  that 
break-point,  then  in  reality  there  is  no  way  of  doing  it  unless  the 
Government  does  it. 

STELLAR:  Well,  the  commercial  representatives  we  had  here 

said — take  it  or  not--that  their  companies  were  willing  to  spend 
some  money  on  nonprofit-making  drugs  in  a small  way,  as  their  con- 
tribution, I suppose,  to  being  responsible. 

GUTHRIE:  Yes.  I was  just  going  to  say,  what's  wrong  with 

public  service? 

STELLAR:  There's  nothing  wrong  with  it.  I believe  it's 

really  true  that  in  fact  they  have  examples  of  where  they  have  man- 
ufactured and  provided  drugs  where  there's  no  profit  whatsoever. 

I believe  that  they  really  do  it  to  a certain  extent.  Whether  it's 
adequate  is  another  question. 
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M.  WEXLER;  I just  thought  that,  yes,  that  could  be  their 
charitable  contribution,  but  it  might  be  shared  in  some  way  by 
giving  them  some  special  tax  incentives . 

N.  WEXLER:  I'd  like  to  hear  a response  to  that  suggestion. 

Would  that  be  a possibility? 

GROUT:  Okay.  Make  that  number  five  on  the  list  of  things  to 

consider . 

STELLAR:  I'd  like  to  bring  up  another  point,  at  the  risk  of 

belaboring  all  of  this.  This  is  not  too  closely  related,  but  still 
could  have  some  impact  on  what  we,  as  a Commission,  can  do.  In  any 
case,  I'd  like  to  be  brought  up  to  date.  Are  we  hearing  the  truth 
from  the  news  media  about  Laetrile?  Can  you  give  us  a summary  of 
what  the  situation  is  with  that,  what  kind  of  an  impact  that  has  on 
FDA  regulations,  particularly  as  it  might  relate  to  future  drug 
therapy  for  Huntington's  disease? 

GROUT:  We're  worried  about  Laetrile,  because  the  Laetrile 

movement  can  become,  may  well  become,  and  is  becoming,  in  some 
people's  minds,  an  attack  on  the  effectiveness  requirement.  I 
personally  think  that  the  loss  of  the  effectiveness  requirement 
would  be  quite  a disaster;  that  we  have  a long-term  obligation  in 
science  to  control  the  chemicals  that  come  into  our  society  (and 
clearly  the  greatest  number  that  come  in  are  in  the  form  of  drugs; 

I mean  that  come  in  by  intent  and  are  well -studied) ; and  that  we 
should  have,  as  a wise  society,  an  effectiveness  requirement.  If 
you  don't  have  that,  if  you  make  some  general  principle  that  in- 
cludes Laetrile,  it  seems  to  me  we  have  a general  principle  that 
would  include  an  awful  lot  of  stuff  we  don't  want,  and  we're  back 
to  the  snake-oil  era  in  many  respects,  and  we  don't  want  all  that. 

So  we  are  worried  about  the  Laetrile  movement,  because  if  it  came 
down  to  it,  I'd  rather  see  the  Congress  pass  a law  exempting 
Laetrile  from  the  Food,  Drug,  and  Cosmetic  Act,  like  it  does  with 
cigarettes  or  something,  rather  than  change  the  law  to  accommodate 
Laetrile,  because  I think  if  we  do  the  latter,  we're  in  big  trouble. 

Our  country  has  lived  through  previous  fake  cancer  remedies. 
We've  lived  through  the  [Hoxie]  treatment  and  [Crybiozin] , and  this 
one  seems  to  be  bigger  than  the  others.  I don't  know  where  it's 
going,  but  I'm  worried  about  it.  One  of  the  unfortunate  things  is 
that  another  part  of  the  attack  on  the  effectiveness  requirement 


6-224 


Washington,  D.C. 


May  20-21,  1977 


is  by  a very  respectable  group,  beginning  with  Milton  Friedman  and 
some  prominent  clinical  pharmacologists,  and  so  on.  I really  do 
hate  to  see  an  alliance  between  them — the  Laetrile  backers,  who  are 
an  admixture  of  promoters  and  believers;  the  very  right  wing  on 
behalf  of  personal  freedom  mixed  up  with  the  legitimate  scientific 
and  economic  debates  that  a Milton  Friedman  and  a Pelsman  and  a 
Lou  Lasonya  and  others  would  raise.  If  they  all  get  in  bed  together, 
and  if  too  many  investigators  get  in  and  too  many  doctors  get  in, 
we're  going  to  lose  the  effectiveness  requirement,  and  I'm  worried 
about  that. 

M.  WEXLER:  I'm  not  really  in  any  way  attacking,  or  even  have 

any  knowledge  about,  the  basic  principles  of  effectiveness,  et  cetera, 
but  I'd  like  to  discuss  it  from  a practical  point  of  ^ew  and  actu- 
ally how  it  works  with  HD.  You  make  some  kind  of  rule  that  has 
flexibility  as  to  risk  because  of  the  nature  of  the  disease,  and 
that  means  there  is  some  area  where  there  is  some  give  in  terms  of 
how  well  you  prove  toxicology,  et  cetera.  When  it  comes  to 
effectiveness,  the  research  is  not  being  done  by  the  drug  houses. 

If  we  have  a drug  which  we  want  to  try  on  some  HD  patients  who  are 
in  the  last  stages  of  illness,  the  clinical  establishment  of 
effectiveness  is  done  at  the  present  time  by  very  small  foundations, 
and  that  funding  comes  out  of  very  limited  resources.  If  we  have  to 
establish  effectiveness,  we'd  like  to  do  it  as  cheaply  as  possible 
and  have  some  little  give  in  terms  of  how  much  we  have  to  prove 
effectiveness  so  we  can  have  a clinical  trial  of  that  drug.  Now,  I 
may  be  mistaken  about  how  this  works. 

KARTZINEL:  Let  me  comment  a little  bit  on  how  research  is  done 

in  Huntington's  disease  and  related  disorders.  In  Huntington's 
disease,  most  of  the  research  that  is  now  being  done  is  being  done 
by  investigators.  It's  not  being  done  by  industry.  An  investigator 
(usually  someone  at  NIH  or  affiliated  with  a major  university) 
either  has  an  idea  ^ novo , or  finds  some  other  drug  in  Europe 
marketed  for  whatever,  or  creates  some  chemical  in  a test  tube,  or 
finds  some  report  of  some  animal  study  in  some  animal  model  that 
has  some  particular  turn  in  behavior  on  a dopamine  model,  and  thinks 
this  may  be  helpful.  Those  people  are  usually  knowledgeable  on  the 
IND  process,  because  this  is  what  they  do  for  their  living,  and 
this  is  their  livelihood  in  the  sense  that  they  are  scientists,  the 
results  are  their  scientific  publications,  and  they  know  IND  rap. 

They  submit  that  information  or  rationale  to  us. 
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The  drug  may  have  never  been  given  to  a human . We  do  require 
effectiveness  because  that's  what  the  proposal  is:  to  study  the 

effectiveness.  The  drug  may  have  never  been  given  to  anyone  except 
for  a few  rats.  We  are  obliged  to  answer  that  person  within  30  days. 
Actually,  the  way  it  works  is  the  study  is  allowed  to  proceed, 
unless  vie  tell  them  to  stop  within  30  days.  We  have  a sliding 
benefit-risk  scale,  obviously,  especially  in  something  like 
Huntington's  disease,  where  if  there  is  a reasonable  rationale — and 
sometimes  even  stretching  the  imagination  at  rationale — anything 
reasonable  is  allowed;  as  opposed  to  a commercial  company  coming  to 
test  a new  analgesic,  where  unless  the  basic  pharmacology  shows  that 
this  new  chemical  entity  is  going  to  be  an  analgesic  by  the  animal 
study,  the  study  will  never  even  get  started.  Since  these  are 
individual  investigations,  industy  would  normally  give  their  first 
drug  to  normal  volunteers  (a  single  dose,  multiple  dose)  and  find 
out  what  does  might  be  effective  in  normal  volunteers. 

If  an  individual  investigates  Huntington's  disease,  he  obviously 
studies  in  diseased  patients  only.  There  is  really  no  phase  one. 
These  are  middle  phase  2 studies  at  the  very  beginning.  I don't 
know  exactly  how  many  IND's  we  have  in  Huntington's  disease  (because 
we  classify  them  as  movement  disorders) , but  right  now — we  checked 
yesterday — we  have  73  IND's  that  we  classify  as  movement  disorders. 

So  that's  a whole  mixed  bag,  from  spasmodic  torticollis  to  dystonia 
musculorum  deformans  to  Huntington's  disease  to  L-dopa  dyskinesia. 

We  have  in  that  group  probably  20  to  30  that  are  probably  predom- 
iantly  Huntington's  disease.  It's  a rather  fertile  field,  as  you 
can  see  from  the  publications  on  Huntington's  disease,  for  individual 
research.  Most  of  the  IND's  are  directed  towards  the  movement 
disorder.  I am  aware  of  really  none  that  are  directly  primarily 
towards  the  dementia  or  toward  some  basic  underlying  defect  that 
might  underly  both.  Most  of  them  are  a manipulation  of  dopamine 
or  GABA  or  serotonin,  mainly  at  influencing  the  movement  disorder. 

Many  of  the  drugs  that  are  used  are  drugs  that  are  marketed 
in  the  United  States  for  other  reasons.  Most  of  them  are  anti- 
psychotic or  major  tranquilizers  and  antianxiety-type  drugs.  So 
very  few  of  them  are  potentially  marketed  drugs.  There  is  no 
industry-sponsored  work,  really,  on  any  drug  towards  Huntington's 
disease.  Many  of  these  investigations  are  really  not  therapeutic, 
and  mainly  designed  to  see  whether  the  drug  will  change  some 
metabolite  in  spinal  fluid  and  see  if  this  will  give  us  some  idea. 

I think  the  problem  is,  at  this  point,  not  getting  industry  to  do 
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any  studies,  but  coordinating  the  73  people,  or  however  many  people 
will  come  in  this  year,  individual  people,  knowing  what  the  results 
of  that  work  are,  because  that  work  may  not  be  published... 

...substantial  evidence  of  effectiveness  before  that  one 
patient  who  some  major  investigator  says  got  better,  for  whatever 
reason.  We  would  normally  allow  the  drug  to  be  continued  for  some 
time  if  the  investigator  thought  it  was  in  the  patient's  interest. 

In  Huntington's  disease  there  is,  therefore,  the  chance  of  having  the 
permanent  I'JD-type  thing.  If  one  investigator  does  a study  and  has 
some  people  that  get  better,  it  is  possible  to  continue  that  IND. 

An  IND  is  open-ended;  it  never  stops  until  the  investigator  asks 
for  it  to  stop.  So  people  can  be  treated,  but  the  only  things  that 
will  emerge  from  all  these  IND ' s are  little  pieces,  and  they  will 
never  be  put  together  in  one  way  to  get  an  effectiveness... 

GUTHRIE:  Ron,  can  I comment  on  what  you're  saying,  as  a layman? 
I'm  the  layman  here,  as  you  know.  You're  saying  something  that  I 
think  we  know,  and  it's  very  important.  There  are  73  people  who 
are  doing  research  in  treatment  for  movement  disorders.  I know  an 
awful  lot  of  those  people.  I think  what  they're  doing  and  what  we 
should  address  ourselves  to — and  he's  bringing  out  a very  important 
point:  the  fact  that  these  people  themselves  are  interested  in 

many  movement  disorders.  They  sit  on  the  boards  of  five  different 
organizations . . . 

KARTZINEL:  They're  all  the  same  people. 

GUTHRIE:  They're  all  the  saime  people.  That's  right.  What 

bothers  me  is  that  the  people  from  Tourette's  will  say,  "Oh,  he's 
our  man,  because  he's  doing  research  on  Tourette's,"  and  the  people 
from  Huntington's  will  say,  "Oh,  he's  our  man;  he's  doing  research 
on  Huntington's,"  and  the  people  from  musculorum  deformans  will 
say,  "No.  He's  our  man,  because  he's  doing  research  on  musculorum 
deformans."  What  we're  really  saying  is  this  is  a group  of  people, 
a body  of  people,  using  drugs  on  as  many  different  movement  dis- 
orders as  they  can,  because  they  don't  know  on  which  one  it's  going 
to  be  effective.  Now,  this  makes  me  wonder.  Is  it  conceivable 
that  we  might,  on  the  basis  of  that,  go  to  a pharmaceutical  house 
and  not  say  just  research  on  Huntington's  disease,  but  say,  "Look, 
there's  a slew  of  movement  disorders.  There  are  73  of  them 
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interested"?  Do  you  think  we  might  commercialize  that  aspect  of 
the  research?  Can't  do  it? 

KARTZINEL:  No.  I think  you're  dealing  with  pure  science. 

I think  you're  dealing  with  clues  into  underlying  mechanisms,  what 
type  of  drugs.  You  will  not  be  able  to  approach  industry  until  you 
say,  "This  does  this  in  this  animal  model.  We  have  these  controlled 
studies  in  this  group  of  patients.  It's  a big  lead."  Until  you 
get  that  one  lead  point,  no... 

GUTHRIE:  Okay.  So  to  keep  those  73  going,  what  can  we  do? 

Because  we  know  that  one  of  those  73,  this  year,  or  next  year,  or 
the  year  after,  may  come  in  with  something  that's  going  to  be 
reasonable — by  accident,  or  serendipity,  or  whatever  you  want  to 
call  it — that  might  find  a treatment  for  Huntington's. 

KARTZINEL:  Well,  I think  they're  coming  to  you  already  in  that 

these  people  are  funded  either  by  their  university,  or  by  NINCDS, 
or  by  grants  from  you  or  from  Muscular  Dystrophy  or  some  of  the 
other  muscle  diseases,  whatever,  from  the  Myoclonus  Foundation. 

But  they  are  funded  already.  Maybe  what  you  need  is  a unified  pool 
of  all  these  people  so  that  there  is  some  coordination  other  than 
Dr.  So-and-so,  and  the  University  of  So-and-so,  pursuing  his  own 
individual  research  wherever  he  thinks  it  will  lead  him.  His  motive 
may  not  be  to  get  a drug  marketed  to  treat  that  disease.  I mean  he 
has  it  and  he  may  say  it,  but  that's  not  really  what  he's  doing. 

He's  interested  in  exploring  the  mechanism  of  the  disease,  or  the 
mechanism  of  the  drug,  or  some  neurotransmitter  system,  and  this  is 
just  a tool.  The  disease  may  just  be  actually  a convenient  model 
for  him  to  learn  something  more  about  the  mechanism  of  that  trans- 
mitter system. 

SCHACHT:  As  you  pointed  out,  the  only  time  any  of  those  IND 

projects  would  get  in  the  literature,  if  there  were  some  success... 

KARTZINEL:  Most  of  the  Huntington's  papers  are  negative 

reports,  and  they're  all  in  the  scientific  literature.  I don't  know 
of  any  glowing  positive  report  in  the  scientific  literature.  Most 
of  them  are  negative  reports.  Not  all  the  negative  reports  will  get 
in  the  literature;  some  of  them  aren't  worthy  of  scientific 
publication . 
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SCHACHT : Does  the  FDA  see  any  responsibility  on  their  part  in 

tryinq  to,  in  some  way,  shape,  form,  or  correlate  the  73  movement 
disorder  IND's  so  that  there  isn't  duplication,  that  someone... 

KARTZINEL:  We  have  no  way  to  do  that.  As  a matter  of  fact,  we 

can't  say  to  an  investigator,  "Well,  someone  else  is  doing  that 
already.  I don't  think  you  should  do  it,"  because  that's  a piece 
of  confidential  information.  We  don't  tell  another  investigator — 
we  don't  even  tell  the  public — what  an  investigator  is  doing, 

CROUT:  Can  v/e  bring  up  something?  This  problem  derives  from 

a basic  law  that  the  drug  industry  wants,  which  is  that  research 
information  is  their  private  property.  It  has  commercial  value  and 
therefore  is  not  to  be  revealed  by  the  Food  and  Drug  Administration. 
Now,  we  live  under  that  law.  There's  been  a substantial  thrust, 
though,  in  recent  years  in  which  we  at  the  FDA  have  told  everybody 
that  will  listen,  "We  believe  that  the  data  on  the  safety  and 
effectiveness  of  drugs  should  be  open  to  the  public  right  from  the 
start,  and  not  be  considered  proprietary  information."  And  that's 
a matter  of  law.  I think  it's  in  the  health  interest  of  the  world 
to  let  that  information  be  available.  On  the  other  hand,  it  has 
enormous  economic  implications  to  the  industry. 

An  example:  Suppose  they're  working  up  a drug  in  our  country 

for  which  we've  required  long-term  animal  testing,  and  the  carcino- 
genicity test  comes  in  as  positive,  and  the  drug  is  widely  marketed 
in  other  countries  already.  The  industry  would  be  perfectly  happy 
to  drop  that  in  our  country,  and  they  frequently  do.  What  they  don't 
want  is  the  public  knowledge  that  would  influence  the  marketing  in 
other  countries,  so  that  this  problem  is  not  one  that  the  drug 
industry  is  readily  going  to  accede  to;  I mean  there's  this 
proposition.  Again,  I contend  that  the  health  interests  ought  to 
be  paramount,  that  those  data  ought  to  be  out  there  in  the  realm  of 
science  like  all  other  data,  and  the  industry's  economic  problems 
and  incentives  should  be  addressed  by  other  mechanisms.  Anyhow, 
the  investigators  are  caught  in  the  same  policy.  I believe  very 
clearly  no  one  would  care.  There  are  ways  we  could... 

KARTZINEL:  I might  agree  with  that.  There  are  those  investi- 

gators that  will  tell  anybody  what  they  are  doing  at  any  time,  and 
there  are  those  investigators  who  will  say,  "Well,  I'm  doing  some- 
thing on  such  and  so,  and  I can't  tell  you  yet  because  I just 
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submitted  it;  you'll  read  about  it  next  year."  So  that's  an 
individual  thing. 

SCHACHT:  If  it's  funded  on  public  moneys,  is  that  not  public 

information,  be  it  Federal  moneys  or  state  moneys? 

GROUT:  This  is  the  problem  of  whether  it's  public  information 

when  you  send  in  your  report  to  the  NIH  or  when  you  publish  in  the 
literature . 

ARONSON:  If  you  choose  not  to  disclose  or  publish,  you  cannot 

be  coerced  into  sharing  what  your  findings  are.  I mean  we  can't 
have  it  both  ways,  Lee.  VJe  can't  complain  to  a regulatory  agency, 
number  one,  "You're  regulating  too  much";  and,  number  two,  "You're 
not  regulating  enough." 

M.  WEXLER:  Why  not?  We  do  it  all  the  time. 

ARONSON:  Yes,  But  I must  say  I think  that  much  of  the  discus- 
sion this  morning  is  totally  irrelevant  to  our  functions  and  our 

purposes.  I think  that  this  is  not  the  place  to  discuss  the  back- 

ground of  FDA  or  the  mistakes  that  they  made  in  1953,  if  indeed  they 
did . 


If  we  want  to  go  on  record,  I would  like  to  go  on  record  as 
saying  I still  prefer  the  system  we  have  in  this  country  with  all 
its  ponderousness.  In  terns  of  what  this  Commission  must  do,  it  is 
to  find  some  means  within  our  charae  to  list  those  recommendations 
which  explicity  will  encourage  these  drugs.  I would  submit  further 
that  this  is  not  the  place  to  do  it,  but  that  the  place  to  do  it  is 
to  find  in  his  second  sentence  this  morning,  which  is — you'll  forgive 
me  if  I say  this — the  only  relevant  sentence  thus  far,  that  we  have 
no  handle  therapeutically  on  this  disease,  except  to  work  at  the  dim 
margins  v;ith  drugs  that  have  been  developed  for  something  that's  quite 
different.  The  handle  will  come  when  we  encourage  more  and  more 
workers  to  apply  for  grants.  If  we  can  somehow  coerce  the  Government 
to  give  more  money  to  NINCDS,  that's  how  v/e  will  do  it.  As  drugs 
come  forth,  I'm  morally  certain  that  other  regulatory  agencies  will 
not  inhibit — but  indeed  encourage — their  use. 

KARTZINEL:  I'd  like  to  add  one  thing.  I don't  think  anything 

is  being  lost  by  the  malpractice  thing  preventing  physicians  from 
possibly  treating,  or  thinking  they  will  be  treating,  a Huntington's 
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I it  lent  with  a drug  that's  approved  for  another  reason,  because 
rrnlly  no  meaningrul  information  is  likely  to  come  from  that.  By 
/.en-‘ndi[>ity  something  could  be  discovered,  but  I don't  tliink  that 
:/hyr;ician  in  private  practice  is  ever  going  to  know  about  it,  because 
it's  not  being  done  in  the  right  framework.  So  I don't  think  that 
is  [ireventing  research  or  inhibiting  research. 

STELLAR:  Well,  it's  happened  before.  When  I spoke  of  it 

before,  I was  referring  to  the  general  feeling  among  physicians 
that  they  can't  use  old  drugs  for  nev/  things  without  some  kind  of 
research  background  or  basis  and  some  kind  of  special  commission. 

I think  it  is  actually  inhibiting  people  from  testing  these  things. 
But,  anyway,  that's  a question  of  opinion,  I suppose.  I do  want  to 
disagree  with  Dr.  Aronson's  feeling  that  nothing  much  of  relevance 
was  said  here.  I think  we  could  term  much  of  what  was  said  here 
into  something  relevant  for  Huntington's  disease. 

I,  for  one,  think  that  this  Commission,  for  example,  can  make 
certain  recommendations:  one  I would  like  to  see  somewhere  incor- 

porated is  that  the  regulatory  agencies,  all  of  them,  be  looked  at 
in  a way  which  will  make  basic  research  and  application,  new  drug 
studies,  et  cetera,  feasible — economically  feasible,  particularly. 

I think  that  there  is  room  for  doing  that,  and  that  there  are 
strong  inhibitory  factors  out  in  the  field  against  a more  efficient 
use  of  drugs  and  resources,  and  certainly  the  timelag  (which  is 
inordinate  in  some  instances,  and  not  necessarily  just  FDA's  doing, 
as  I've  said  before.)  It's  the  doing  of  a lot  of  things.  But  I 
think  that  it  still  can  be  overcome  if  we  put  our  minds  to  it. 

GROUT:  I just  wanted  to  say  I'm  delighted.  I think  I've 

spent  longer  times  than  this  and  have  said  nothing  relevant 
[laughter] . So  I think  I would  disagree  with  Dr.  Aronson  a little 
bit,  too,  and  more  in  the  spirit  of  what  Dr.  Stellar  is  saying;  that 
is,  that  I think  the  ponderousness  of  our  system  makes  the  incre- 
mental barrier  you  have  to  overcome,  particularly  for  drugs  of  little 
commercial  interest,  higher  than  it  would  otherwise  be;  therefore, 
the  problem  of  the  drug  of  little  comn\ercial  interest  is  becoming 
greater  and  greater  and  greater.  There  are  more  and  more  examples 
of  little  problems  in  the  sense  of  not  many  people  involved,  not 
getting  industry-risk  capital  and  risk-thinking  put  in.  I guess  my 
position  would  be  that  the  solution  to  that  is,  number  one,  it's  not 
amenable  (no  matter  how  well  we  administer  the  Food  and  Drug  Adminis- 
tration, we're  not  going  to  make  a serious  dent  in  that;  and,  number 
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two,  I would  agree  with  Dr.  Aronson.  I don't  think  a commission  of 
this  type  can  sell  the  idea  that  the  solution  to  that  problem  is  to 
disassemble  our  regulatory  system.  The  solution  is  somehow  to  get 
that  blend  of  economists,  drug  people,  public  policy  people,  to  under- 
stand the  problem  and  to  begin  to  think  about  the  tax  system,  the 
patent  laws,  the  public  utility  concept,  the  what  have  you.  That's 
my  only. . . 

N.  WEXLER:  Dr.  Grout,  if  I could  just  pursue  that  for  a 

moment.  I think  that  you've  given  us  five  very  specific  recommenda- 
tions or  suggestions.  I mean  you're  certainly  more  familiar  with 
the  drug  companies,  with  public  policy  aspects,  and  you  probably 
have  many  groups  representing  small  interests  that  come  and  appeal 
to  you.  So  maybe  you  could  even  go  further  with  these  five  recommen- 
dations and  either  give  us  some  notion  as  to  what  you  see  as  the 

feasibility  of  their  occurring  in  the  foreseeable  future,  or  what 

other  groups  are  also  thinking  in  similar  directions  that  we  might 
band  together  with  to  try  to  push  some  of  these  alternatives  and  to 
even  alter,  for  example,  patent  regulations.  I wouldn't  even  know 
where  to  go.  ^Tho  has  the  responsibility  there?  How  feasible  would 
it  be  to  get  some  kind  of  a state-controlled  drug  company. 

GROUT:  Obviously,  an  idea  so  different  that  the  political 

base  for  it  isn't  there  at  all,  I think.  I don't  know.  From  a 

political  standpoint,  I believe  you  begin  by  getting  a Senator 
Kennedy  or  a Gongressman  Rogers  to  understand  the  problem  and 
then  to  consider  a commission,  or  what  have  you,  with  a mission  in 
that  area . . . 

N.  WEXLER:  What  does  Horowitz  think  of  that  idea? 

GROUT:  I've  never  discussed  it  with  him.  No  congressional 

committee,  in  my  experience,  has  ever  taken  an  interest  in  this 
problem.  There  are  two  problems  that  I consider  Gongress  avoids: 
one  of  them  is  this  one,  and  the  other  one  is  the  effect  of  the 
regulation  of  research  on  the  innovative  process  (and  that's  not 
just  Food  and  Drug,  that's  the  pesticide  area,  the  food  additive 
area,  the  herbicide  area,  and  so  on).  So  I'm  not  saying  we're  not 
on  the  right  pathway.  I think  the  way  we're  regulating  research  in 
the  drug  area  is,  in  correctness,  well  above  zero.  It  can  be  done 
better,  but  we  have  had  no  hearings  that  intelligently  discuss  that 
issue.  They  all  focus  on  the  approval  issue  or  the  safety-after-use 
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issue,  or  the  monitoring  issue,  all  of  which  are  also  important, 
but  this  is  a relatively  neglected  area.  So  maybe  your  Commission 
could  begin  to  highlight  the  problem.  I don't  know  of  any  other 
commission  that's  done  that.  In  my  judgment,  the  Epilepsy  Commission 
has  the  same  problem. 

KARTZIWEL:  Epilepsy  has  more  of  the  marketing-of-drugs 

problem.  And  I wouldn't  say  of  little  commercial  interest  about 
the  anticonvulsant  drugs  as  far  as  dollars  and  cents  go.  They  are, 

I think,  more  concerned  with  the  problem  of  drug^  from  Europe  and 
druglag,  and  that  type  of  thing.  I think  your  Commission  is  more 
at  the  much,  much  earlier  stage  because  there  are  zillions  of  anti- 
convulsants around.  There  are  animal  models  for  testing  anti- 
convulsants, and  Dr.  Penry  and  people  at  NIH  and  industry  have  rooms 
full  of  these  things  just  waiting  to  be  down  the  line. 

CROUT:  At  any  rate,  I think  that  almost  every  area  could 

identify  that  subgroup  of  patients  where  there's  some — there  are 
some  interesting  G.I.  drugs  not  being  developed  for  minor  diseases. 
The  genetic  disease  area  shares  this.  There  aren't  very  many 
people . . . 

N.  WEXLER:  May  I ask  just  one  question  about  the  patent?  To 

change  the  patent  regulations,  whose  responsibility  is  that  area? 

CROUT;  That's  Congress. 

N.  WEXLER:  That's  congressional.  Is  there  some  model 

with  the  development  of  heroin-like  drugs?  During  the  Nixon  admin- 
istration— you're  smiling,  so  maybe  it's  an  old  story.  I don't  know 
the  details,  they  tried  some  kind  of  experimental  development  of 
new  drugs — Jerry  Jaffe,  I think,  led  up... 

CROUT:  ...there  is  a drug  now  under  investigation  that 

is  a methadone  substitute,  which  is  a narcotic.  It's  called  Laam 
(L-a-a-m) . 


N.  WEXLER:  Well,  it  was  even  pre-methadone,  I think. 

There  was  some  experience  of  collaboration  between  the  Federal 
Government  and  the  drug  industry,  NIH,  to  develop  heroin  substi- 
tutes . 


CROUT:  Do  you  know  about  that? 

KARZ INEL : No . 

CROUT:  I don't  know  about  that.  The  one  I know  about 

is  Laam. . . 
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KARTZINEL:  And  that's  a good  example  of  collaboration 

between  the  Food  and  Drug  Administration  and  the  National  Institute 
of  Drug  Abuse,  plus  commercial  enterprise,  also. 

GROUT:  It's  still  not  going  very  fast  for  reasons  of 

science  moving  slowly  and  the  fact  that  it's  the  first  drug  they 
ever  worked  up.  The  first  time  through,  it  doesn't  go  as  well. 

N.  WEXLER;  Who  is  they? 

GROUT:  They  is  NIDA,  National  Institute  of  Drug  Abuse. 

KARTZINEL:  I think,  once  the  original  idea  is  there  for 

some  drug  and  the  preliminary  studies  are  done, — maybe  I'm  wrong, — 
but  my  impression  is  it's  going  to  stand  out  like  a sore  thumb. 

It's  going  to  stick  its  head  out  and  it's  going  to  be  known.  It's 
going  to  be  known  to  the  people  in  the  field.  It's  going  to  be 
known  to  people  at  FDA,  either  on  our  own  because  we  read  the  same 
journals  you  read,  or  through  our  advisory  committee,  and  we're 
all  going  to  be  working  on  it  together.  I really,  firmly  believe 
that 


GROUT:  Once  I believed  that,  too.  Once  it's  discovered.  My 

point  is  there's  a certain  lower  level  that  does  not  attract  risk 
capital  and  risk-thinking  today.  My  bet  is  that  Huntington's 
disease  is  in  that  category.  And  my  bet  is  that  if  that  question 
were  framed  that  way  and  asked  broadly  across  all  fields  of  medicine 
we  would  identify  10  or  20  areas  like  that. 

GUTHRIE:  In  the  neurological  diseases,  this  is  what  is 

happening.  Every  day  we're  getting  a new  group  of  people  who  do 
want  identification  and  are  a part.  I'm  delighted  to  hear  about  the 
72,  frankly.  I love  the  way  you're  saying  it,  to  say  it's  a "move- 
ment disorder,"  because  any  work  in  any  one  of  them  will  be — as  you 
say,  it's  going  to  raise  its  head  at  some  point.  Now,  I'm  wondering 
I want  to  go  further  with  what  you're  saying,  what  you  suggested. 

Is  it  conceivable  that  if  we  did  try  to  assemble  through  Kennedy  or 
Rogers  some  kind  of  a panel,  let's  say,  for  discussion  of  this,  who 
would  you  include?  Would  you  advise  us  to  include  the  other  small 
agencies  or  people  with  movement  disorders  that  are  approaching  us 
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indi vidually  already?  Would  you  think  that  would  be  interesting 
or  not?  I'm  not  quite  sure  who  would  do  it. 

GROUT:  Who  would  you  include  in  a discussion  of  the  issue? 

GUTHRIE:  In  a discussion,  and  who  would  back  it  up,  in  other 

words,  if  you  want  constituents  to  get  this  thing  through.  Even  if 
we  made  a recommendation  that  we  have  such  a panel,  or  that  we  have 
such  a commission,  are  we  going  to  say  it's  a Huntington's  Commission 
or  are  we  going  to  say  it's  a Movement  Disorder  Commission? 

KARTZINEL:  I don't  think  it's  even  movement  disorder.  It's 

between  ALS  and  MS  and  muscular  dystrophy  and  Huntington's  and 

Tourette's.  Every  month  now  there's  two  or  three  more  societies, 
both  scientific  and  philanthropic,  for  every  neurologic  disease. 

I'm  familiar  with  neurology  probably  in  other  fields.  Before  we 
turn  around,  I'm  sure  we'll  have  it  for  every  endocrine  disorder, 
too,  that's  a minor  endocrine  malfunction. 

GUTHRIE:  Yes. 

KARTZINEL:  It's  all  the  same  interest,  you  know;  it's  the 

same  problem. 

STELLAR:  The  truth  of  the  matter  seems  to  be,  anyway,  that 
what  this  Commission  can  do  to  support  the  kind  of  work  that's 
going  on,  and  which  you  so  well  described  as  really  being  basic 
research,  is  to  support  basic  research,  which  we  do.  We  have 
already  taken  the  stand  that  we  advise  basic  research  (not  neces- 
sarily targeted  to  Huntington's  disease)  maybe  to  related  diseases 
or  basic  diseases,  but  not  targeted  at  all.  I think  that's  the  kind 
of  recommendation  we  can  make.  It's  too  soon  to  pull  together  that 
material  that  you  have  under  study  there.  Obviously,  it  has  a more 
immediate  goal,  and  it  may  come  to  something  entirely  different,  in 
the  way  of  therapeutic  advances. 

GUTHRIE:  I'm  trying  to  tie  in  what  you  said,  though. 

GROUT:  In  the  political  sense,  I would  cluster  the  scientific 

aspects  related  to  movement  disorders  around. . . 

GUTHRIE:  Yes.  I'm  trying  to  think  if  I want  to  go  to  Rogers 

tomorrow  and  propose  this. 
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GROUT:  I think  you  have  two  messages:  one  message  relating 

to  Huntington's  disease  as  a part  of  one  of  the  movement  disorders, 
and  let's  move  ahead  there.  I think  you  already  know  the  ideas  and 
that  person.  That  involves  endorsing  the  NIH  and  more  funds  and 
better  coordination,  or  something,  and  we'd  be  glad  to  participate 
in  whatever  we  can  do  to  make  our  files  open,  or  what  have  you.  I 
think  "our  files  open"  is  rather  trivial  in  that  problem.  What 
you're  really  searching  for  is  a research  breakthrough.  The  other 
issue  that  I was  talking  about,  how  to  get  a societal  system  that 
somehow  attracts — I sense  it  hasn't  been  aired  publicly.  I don't 
know  where  the  public  constituency  is.  My  judgment  is  that  both 
Senator  Kennedy  and  Congressman  Rogers  would  be  receptive  to  the 
idea,  if  presented  to  them  in  an  articulate  way.  So  I don't  be- 
lieve the  idea  itself  would  meet  with  immediate  hostility  or  re- 
jection. My  suspicion  is  that  Dr.  Hamburg  at  the  Institute  of 
Medicine  and  Dr.  Handler  at  the  National  Academy  would  immediately 
understand  the  problem  and,  once  they  talked  about  it,  would  find 
themselves  understanding  and  endorsing  the  idea.  I'm  sure  you 
would  find  the  Commission  of  Food  and  Drug  that  way. 

KARTZINEL:  It's  possible  even  manufacturers  in  general  (like 

professional  pharmaceutical  manufacturers) , for  the  image  of  support- 
ing diseases  of  little  value,  might  as  a group,  rather  than 
individually. . . 

GROUT:  I am  certain  that  if  articulated  in  this  way,  which  is 

a nonhostile  approach  and  a way  to  get  research  better,  the  Pharma- 
ceutical Manufacturers  Association,  once  they  caught  on  to  the  idea, 
would  be  cooperative,  which  is  what — they  represent  the  drug- 
developing  segment  of  the  drug  industry. 

GUTHRIE:  That's  very  exciting,  what  you're  saying.  It's 

possible. 

M.  WEXLER:  I think  there  are  two  ways  to  perceive  it:  I mean 

one  is  to  discuss  it  in  terms  of  the  drug  of  limited  use,  and  the 
other  way  is  to  discuss  it  in  terms  of  the  development  of  a drug  of 
very  wide  use,  because  it's  entirely  possible  that  the  drug  is 
applicable  not  only  to  Huntington's,  but  to  movement  disorders  and 
to  dementias  and  to  psychoses,  so  that  in  that  case  you're  not  dealing 
with  a drug  of  limited  use. 
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CKOUT:  That  is  right.  And  I believe  in  a certain  respect 

that's  Valium.  That's  got  many,  many  tangents  to  it.  Of  course, 
everybody's  looking  for  that. 

N.  WEXLER:  But  remember,  though,  if  we  give  it  to  them,  they 

should  be  willing  to  take  that  risk. 

GUTHRIE:  If  I approached  Rogers  or  Kennedy  and  said  that  we 

wanted  a commission  to  study  drug  development  in  an  innovative 
process,  how  do  you  get  things  goin?  The  freedom  for  innovative 
process--how  would  you  say  it?  I'm  looking  for  the  words.  VThat  am 
I talking  about?  What  am  I asking  for?  I want  a commission  to  do 
what?  Study  the  process?  To  help  innovation? 

GROUT:  I think  if  you  limit  it  to  help  innovation,  you 

people  are  going  to  miss  the  point  about  the  little  commercial  value, 
personally.  Both  are  true,  but  different.  If  you  get  into  just  the 
innovation,  I believe  people  are  going  to  focus  on  the  current  regu- 
latory system,  current  law,  what  can  we  do  to  change  it?  They're 
not  going  to  address  what  I consider  to  be  the  fundamentally  larger, 
more  difficult  things  that  go  to  the  heart  of  the  drug  industry  and 
free  enterprise  system.  I think  you  have  to  decide  which  one  of 
those  you  want  to  address.  If  you  address  it  to  just  innovation,  I 
think  you'll  get  the  same  group  of  scientists  who  are  arguing  now 
about  the  effectiveness  requirements,  and  maybe  you'll  get  a better 
articulation  of  that  problem,  and  may  end  up  with  improved  recommen- 
dations for  the  regulation  of  research.  I still  don't  think  that 
will  do  anything  for  the  drug  of  limited  commercial  value,  because 
my  suspicion  is,  just  looking  at  our  society  as  a whole — I think 
it's  yours,  too — that  a certain  ponderousness  and  litigiousness 
is  here--not  amenable  to  any  Government  commissions. 

N.  WEXLER:  Government  commissions  are  a big  expression  of  it. 

GROUT:  So  pick  which  problem  you  want  to  solve. 

GUTHRIE:  Well,  I'm  going  to  ask  you  to  sleep  on  it  and  maybe 

come  back  with  some  better  words  for  us.  I think  the  Commissioners 
want  to  discuss  it  amongst  ourselves,  too. 

KARTZINEL:  Can  I put  a little  hopefulness,  maybe... 
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GUTHRIE:  Yes.  Ron's  going  to  put  a little  hope  into  it,  too. 

Let's  hear  it. 

KARTZINEL:  In  the  sense  that  the  way  industry  develops  drugs 

is  often  not  based  on  the  best  science.  Sometimes  marketing  deci- 
sions are  made,  for  whatever  reason,  that  often  will  befuddle  the 
scientists  and  people  at  FDA,  and  they  say,  'MThy  this?"  and  it  is 
developed,  because  it  is  a commercial  decision,  and  because  there 
may  be  scientists  doing  a study,  but  they  are  being  paid  a fee  by 
industry  to  do  the  study,  and  next  week  they'll  do  a study  for  the 
next  industry.  In  Huntington's  disease,  in  contrast,  you  have  some 
of  the  best  scientists — neurologists — interested  in  the  problem, 
not  for  a profit  motive,  but  simply  because  it's  good  science.  It 
may  not  be  of  good  commercial  value,  but  it's  a good  scientific 
model.  I mean  it's  not  a good  disease,  but  I think  you  know  what 
I mean . 

GUTHRIE:  We  understand  what  you  mean.  We  say  that  all  the 

time . 


KARTZINEL:  If  I had  to  do  a study  on  a neurological  disease, 

it  is  a good  disease  to  use  because  of  its  characteristics  and 
many  items.  I think  you  have  that  plus  in  that  you  have  the  good 
scientists  truly  dedicated  to  this  area  looking  at  it;  and  I think 
the  chances  of  finding  a breakthrough  are  better  with  that  than  for 
a disease  that  is  very  common,  perhaps,  where  there  are  loads  of 
animal  models  and  chemical  entities  being  shoved  through  the  system 
all  the  time,  because  they  are  very  often  not  the  best  lead  as 
followed  and  started  on.  Then  a marketing  decision  is  made,  and  it 
kind  of  escapes  itself  and  gets  going,  and  then  a lot  of  money  is 
spent  before  people  realize  that,  "Gee,  that's  the  wrong  drug." 

I think  in  Huntington's  disease  a wrong  drug  is  never  going  to  be 
explored.  The  ideas  will  come,  and  when  that  first  drug  does 
come,  it's  going  to  be  obvious  to  you. 

GUTHRIE:  I like  your  spirit  of  hope,  because  I do  agree  with 

you  that  the  best  people  we  know  are  really  interested  in  this 
disease  in  an  interesting  way,  you  know.  When  we  go  around  and 
talk  to  people,  it's  always,  "If  we  can  get  a handle  on  it,  some- 
thing's going  to  happen." 

ICARTZINEL:  If  there  was  a drug  that  preliminary  work  showed 

would  be  helpful,  I think  the  P.R.  value  alone  would  be  such  that 
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between  groups  like  yourself,  plus  FDA  also,  there  would  be  a firm 
that  would  get  involved  in  it,  even  if  they  knew  they  would  not 
make  money  doing  it. 

CROUT:  What  is  the  population? 

GUTHRIE:  Let  me  give  you  an  idea. 

:J.  V/EXLER:  One  in  10,000. 

CROUT:  One  in  10,000  persons?  That's  Huntington's  disease? 

N.  WEXLER:  Yes. 

GUTHRIE:  But  wait,  I'm  going  to  add  something.  Nobody  be- 

lieved there  were  going  to  be  that  many  Parkinsonians  until  L-dopa 
showed  its  head.  Nobody  believed  there  were  going  to  be  that  many. 
People  were  still  hiding  in  the  sticks.  My  feeling  is  that  nobody 
really  knows  how  many  Huntington's  are  hiding  still  for  very  good 
reasons  that  we  understand. 

STELLAR:  Do  you  want  to  figure  a national  estimate?  It 

varies  between  15,000  and  45,000  in  the  United  States.  The  highest 
figure  I've  ever  seen  is  45,000;  the  lowest  maybe  15,000.  Say 
20,000  to  30,000  patients,  with  maybe  twice  as  many  at  risk. 

GUTHRIE:  When  you  think  in  terms  of  if  there  were  a drug  or 

treatment,  they're  also  going  to  come  forth.  Why  should  people 
come  forward  with  all  the  hazards  and  the  stigma  and  the  problems 
if  you  have  nothing  to  offer  anyway? 

CROUT:  Yes. 

GUTHRIE:  You  have  a very  limited  population  actually  saying, 

"Yes,  this  is  in  my  family."  There's  no  value  in  saying  "yes" 
except  for  the  research  value,  and  there  are  not  many  people  who 
understand  that  value  or  wish  to  part  of  that. 

KARTZINEL:  I would  suspect  that  that'e  no  less  for  drugs 

that  are  currently  marketed  for  some  select  type  of  seizure  disorder 
(not  seizure  disorder  in  general,  other  than  major  motor  seizures. 
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but  for  a particular  subseizure  disorder),  and  that's  the  same 
ball  park. 

GUTHRIE:  But  the  longer  we... 

KARTZINEL:  There  are  drugs  that  are  marketed--!  don't  know  how 

many  people  have  petit  mal , but  there  aren't  that  many... 

VOICE:  More  than  25... 

KARTZINEL:  Yes,  I know,  but  you're  getting  down  into  the  order 

of  a subseizure  type,  probably. 

GROUT:  Still,  that's  not  a hopelessly  small  market,  so  that 

there  ought  to  be  some  economic  incentives,  I would  think,  that 
would  be  possible. 

N.  WEXLER:  Especially  if  it's  tied  into  those  other  areas 

where  there's  very  good  likelihood  that  it  will  have  some 
applicability . 

GROUT:  The  difference,  of  course,  is  risk  capital,  where 

you've  got  an  idea,  which  then  is — we  don't  have  an  idea.  If  you've 
got  an  idea,  then  it's  less  risk. 

GUTHRIE:  You  know,  we've  been  in  business,  the  Committee  to 

Combat  Huntington's  Disease,  for  actually  just  about  10  years,  and 
I thought  maybe  we'd  reached  a plateau.  After  all,  how  many 
families  could  there  be?  Last  year  we  were  getting  about  33  new 
families  per  month  with  a lot  of  publicity  by  accident.  In  1 
month  recently,  this  past  month,  we  had  179  new  identified  families. 

GROUT:  What's  the  lay  organization  that's  associated? 

N.  WEXLER:  There  are  four. 

GROUT:  How  many  people  involved?  I'm  just  curious. 

GUTHRIE:  You  mean  how  many  people  involved  in  the  lay 

organizations? 

GROUT:  The  lay  organizations,  yes,  and  patients. 
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GUTHRIE:  Well,  we're  the  only  ones  who  have  the  largest 
registry  (that's  the  Conunittee  to  Combat  Huntington's  Disease),  and 
we  have  approximately  7,000  families. 

CROUT:  You  see,  I'm  thinking  I have  a little  boy  who's  a 

dwarf,  so  we're  members  of  Little  People  of  America,  which  is  an 
organization  of,  I suspect,  3,000  or  4,000,  and  they  estimate 
there  are  about  7,000  people  with  dwarfism,  and  his  particular 
problem  is  a l-in-40,000  kind  of  problem.  So  we're  interested  in 
growth  things.  But,  again,  this  kind  of  talk  is  not  going  on  in 
those  circles,  except  for  growth  hormone  defect  kinds  of  dwarfism. 
You  deal  with  achondroplasia  or  hyperchondroplasia , which  he's  got, 
why  there's  a lack  of  an  idea.  So  there  are  a few  geneticists  who 
work  on  the  problem  for  an  idea,  people  who  work  in  the  area  of 
cartilage  growth  and  bone  growth,  cartilage  form.ation,  and  way  back 
in  fetal  life  somewhere.  But  until  then,  who  do  we  turn  to? 

People  there  don't  think  "drug."  I guess  that's  another  thing. 

Who  says  there's  a drug  solution  to  Huntington's? 

KARTZINEL:  As  a neurologist,  I'd  love  to  think  there  is  a 

drug  for  every  disease  and  every  condition. 

GUTHRIE:  Well,  there's  been  some  indication,  though. 

KARTZINEL:  But  I don't  think  in  my  lifetime  there  is  going  to 

be  a small  fraction  of  that. 

GUTHRIE:  No,  but  there  is  an  indication  actually  that  some  of 

the  drugs  seem  to  alleviate  some  of  the  movement  disorders,  which 
we  feel  affect  some  of  the  psychiatric  disorders,  just  in  the  sense 
that  the  person  can  do  more  and  he  doesn't  get  as  frustrated. 

But  I do  believe  that  the  figure  is  much  more  than  what  we're 
saying,  only  because  of  what's  happened  recently:  179  in  1 month 

out  of  the  clear,  blue  sky?  Because  there's  more  publicity. 

CROUT:  Yes.  I'm  sure  that's  true.  Until  Little  People  of 

America  was  started — I don't  know,  some  15,  20  years  ago — dwarfs 
never  knew  each  other;  now  they  all  know  each  other.  There  is  a 
registry  in  the  United  States  of  all  the  people  with  these  problems. 

N.  WEXLER:  What  is  amazing  to  me,  I went  down  and  talked  to 

some  of  the  people  from  the  Little  People  of  America  Society.  We 
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were  exhibiting  for  the  Commission  next  to  the  Little  People.  I 
was  talking  to  them  about  the  fact  that  we  were  both  dealing  in 
some  respects  with  an  autosomal  dominant  condition,  and  there  seemed 
to  be  almost  no... 

GROUT:  With  a high  spontaneous  mutation  rate  in  dwarfism. 

I don't  know,  is  that  true  in  Huntington's? 

N.  VJEXLER:  No. 

GUTHRIE:  No.  We  don't  believe  there  is  a mutation. 

GROUT:  In  dwarfism  you've  got  a whole  lot  of  normal  parents 

with  abnormal  children.  Now,  once  mutation's  occurred,  there's  an 
autosomal  dominant  transmission.  Excuse  me.  Go  ahead. 

N.  WEXLER;  It  just  seemed  like  there  was  less  emphasis  on  (to 
the  person  I was  speaking  to  at  the  time)  not  the  kind  of  recogni- 
tion that  even  though  the  symptoms  may  be  very  different,  we  did 
have  some  common  concerns.  In  going  back  to  Marjorie's  question 
about  constituency,  we  would  like  to  prepare  for  the  Commission 
certain  recommendations  talking  about  the  generic  problem  that 
you're  raising,  and  I think  the  major  economic  principles  that 
you're  challenging  in  many  of  your  recommendations,  and  to  formulate 
certain  specific  recommendations,  give  them  to  some  of  the  people 
that  you  indicated,  get  reaction  feedback  from  the  industry,  from 
FDA,  and  maybe  from  these  other  lay  organizations  that  have  similar 
problems  of  encouraging  innovation  and  risk-taking  in  developing 
new  drugs . 

GROUT:  Yes,  and  not  all  genetic  problems,  of  course,  are  like 

that.  For  instance,  the  Little  People  of  America's  general  thrust 
is  one  of  coping  with  the  world  around  you  when  you're  short,  so 
that  their  identification  is  with  laws  for  the  handicapped,  and  that 
sort  of  thing,  and  you  cope  lifelong. 

GUTHRIE:  We're  involved  with  that,  too. 

GROUT:  So,  again,  when  you  ask,  "Where  is  a constituency?"  it 

won't  be  all  of  the  people  with  genetic  problems.  LPA  would  not 
come  forward.  They  could  care  less  about  drugs,  but  they  care 
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alout  drinking  fountains  that  are  too  high  and  using  public 
tol* phones,  which  is  rather  hard,  you  know,  if  you're  2-1/2  feet 
t ill . 

flUTHRIE:  Except  if  you're  in  a wheelchair  and  you're  handi- 

cai'ped,  you  have  r e same  problem,  and  we  have  patients  who  are  in 
wheelcliai rs  . . . 

CROUT : So  you  would  identify  in  both  directions? 

GUTHRIE:  That's  right. 

CROUT:  Any  any  rate,  wherever  the  constituency  lies  among 

[)eople  with  genetic  problems,  I don't  know.  It  might  be  something 
that  this  new  commission  would  want  to  find  out:  t"7hat  problems, 
are  their  potential  drug  solutions,  what  are  the  sizes  of  those 
populations,  would  seem  more  to  me  to  be  one  of  the  things  this  new 
outfit  should  identify. 

GUTHRIE:  That's  why  I'm  thinking  about  the  72  people  who  work 

on  movement  disorders,  because  we  do  know  who  they  are,  and  they're 
all  our  friends.  They're  all  people  who  are  really  interested  in  a 
whole  slew  of  movement  disorders.  If  we  could  get  that  group  to 
gather,  what  a constituency  we'd  have.  Talk  about  brain  disorders, 
we'd  say,  "Dr.  Towers  says  50  million  people  are  concerned  with 
NINCDS.  The  trouble  is  we  can't  get  the  people  together,  can't 
get  the  constituency  together." 

CROUT:  What  you  don't  know,  though,  is  how  many,  for  example, 

poisonings  of  an  unusual  type  there  are  and  how  many  unusual  in- 
fectious diseases  there  are  which  are  quite  rare,  for  which  an  anti- 
biotic is  sitting  somewhere  but  can't  be  developed  because  the 
disease  only  occurs  in  a few  hundred  people. 

GUTHRIE:  That's  why  I understood  that  research  in  a very 

rare  disease  sometimes  brings  it;  you  know,  the  offshoot  is  to 
something  major. 

CROUT:  That's  the  coalition,  though,  on  this  drugs -of -little- 

commercial  -value  problem. 

GUTHRIE:  May  we  pick  your  brains  at  some  future  date,  when  I 

get  around  to  getting  down  to  Mr.  Rogers  or  Mr.  Kennedy? 
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GROUT:  Sure. 

GUTHRIE:  I think  it's  good  to  have  your  v/orrying,  and  I think 

our  Conimission  would  like  to  fully  discuss  this  again  further. 

Right?  VJell,  we've  taken  an  awful  lot  of  your  time.  Are  there  any 
other  major  questions?  I feel  that  you've  been  so  generous  with 
your  riiuc,  and  it's  nice  to  meet  you,  Ron,  and  have  a chance  to 
talk  this  way. 

STELLAR:  I'd  also  like  to  say  that  in  reference  to  the 

possibility  that  the  Commission  would  like  to  eliminate  regulatory 
agencies,  we're  really  quite  law-abiding,  and  I think  we  certainly.. 

GROUT:  I know  you  didn't  mean  that  seriously.  No.  The  first 

law  of  the  United  States  is  the  free  speech  law,  the  First  Amendment 
That  overrides  everything  else. 

STELLAR:  But  we  really  appreciate  the  FDA,  those  of  us  who 

have  worked  with  it.  I,  for  one,  despite  my  picking  at  you,  really 
have  a high  regard  for  it.  I think  it's  a very  important  agency, 
and  I would  like  to  see  it  supported  rather  than  damaged  by  what's 
going  on  now. 

GUTHRIE:  I think  you  are  having  a rough  time.  We're  sympa- 

thetic , is  what  he's  saying. 


STELLAR:  Yes.  I really  am. 


GUTHRIE:  Good. 

STELLAR:  I think  it's  a very  good  agency. 


GUTHRIE:  Thank  you  very  much  for  coming.  If  we  can  be  of  help 

to  you  in  the  future,  just  let  us  know.  We'll  do  our  bit,  too. 


GROUT:  You're  not  meeting  in  Washington  again?  Is  that  right? 


GUTHRIE:  No.  I think  we  are  going  to. 

STELLAR:  Yes.  I think  our  last  meeting  will  be  here. 


N.  WEXLER:  I don't  know.  That  might  get  changed. 
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CROUT:  Undecided.  Okay. 

N.  WEXLER:  It  would  be  in  August,  if  we  did. 

STELLAR:  There's  something  you  had  in  mind? 

CROUT:  I'm  not  sure  whether  I've  gotten  an  assignment  or  not, 

an  action  item,  as  we  say. 

N.  WEXLER:  Originally,  we  were  going  to  try  to  find  you  to 

give  you  an  action  item,  which  was  that  we  wanted  to  have  a small 
group  of  people  from  FDA,  industry,  and  Commission  liaison  to 
draft  a series  of  recommendations.  You're  a very  slippery  fellow 
by  telephone,  and... 

CROUT:  No.  I was  out  of  the  country. 

N.  V'^EXLER:  You're  very  busy,  I knov;.  Guy  has  promised  to 

look  at  all  the  material  we  had  from  the  drug  company  representa- 
tives and  draft  some  proposals  and  questions.  Guy  didn't  show  up 
because  he  knew,  of  course,  we  would  ask  him  where  it  was. 

CROUT:  Focusing  better  on  the  drugs  of  little  commercial 

value  as  a generic  problem,  of  which  you  are  aware,  and  we'd  be  glad 
to  try  to  submit  some  language  on  an  idea  or  a solution,  or  what 
have  you. 

PRATT:  But  how  to  approach  the  drug  companies  has  some — who 

and  how  is  that  to  be  done? 

CROUT:  You  see,  I think  at  the  moment  that's  a secondary 

problem.  I mean  somehow  you've  got  to  get  into  the  room.  The 
people  interested  broadly  in  the  problem — some  of  the  pharmaceutical 
manufacturers,  some  politicians  and  people  interested  in  public 
policy,  some  doctors  interested  in  this,  some  economists,  and  get 
them  working  on  that  with  some  national  blessing.  That's  basically 
the  way  my  thinking  goes. 

N.  V7EXLER:  But  if  you  could  give  us  some  recommendations,  from 
your  experience,  of  who  those  people  are,  that  would  be  helpful  to 
us . 
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GUTHRIE:  Help  us  plan  it.  Help  us  plan  the  attack,  so  to 

say,  and  then  start  doing  it.  Your  cooperation  would  be  very 
helpful,  I think,  if  we  decide  to  go  that  way. 

j-I.  WEXLER:  We  either  would  have  a meetina  that  we  could 

schedule  during  the  lifetime  of  this  Commission,  which  is  looking 
dim  now,  or  try  to  organize  it  later  after  the  Commission's  over. 

M.  WEXLER:  It's  a terminal  illness. 

CROUT:  Are  you  an  advisory  committee  that's  being  phased  out? 

GUTHRIE:  Yes.  We  only  have  until  August  31. 

STELLAR:  A temporary  commission. 

CROUT:  I see. 

GUTHRIE:  But  we  intend  to  function  in  some  capacity  even 

after.  All  of  us,  right? 

N.  WEXLER:  Ever  commission  leaves  their  vestige. 

GUTHRIE:  Yes.  But  I think  your  suggestion's  an  interesting 

one.  Thank  you  so  much,  really. 
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My  name  is  Mrs.  Bernadette  T.  Allen  and  I have  a nephew 
with  Huntington's  disease.  I would  be  very  happy  if  you 
continued  your  research  on  the  disease.  My  nephew  is  a Viet 
Nam  veteran  and  he  needs  help.  He  has  had  treatment,  I think; 
I am  not  sure.  It  is  a great  thing  the  research  is  doing  in 
trying  to  help.  Continue  the  good  work.  Thank  you. 
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DOROTHY  CURTIN 

BALTIMORE,  MARYLAND  FEBRUARY  9,  1977 


My  name  is  Dorothy  Curtin  and  I lost  my  husband  at  the 
age  of  39  from  Huntington's  disease.  I kept  him  at  home  with 
his  illness.  Fortunately,  we  had  no  financial  problems  be- 
cause he  had  enough  service  with  Westinghouse  for  a pension, 
was  a veteran  and  had  disability  from  Social  Security. 

I have  a 12-year-old  son  with  Huntington's  disease  whose 
symptoms  showed  up  in  kindergarten  but  was  not  officially 
diagnosed  until  he  was  10  years  old.  It  has  been  a long,  hard 
road  with  his  problems  in  school,  society  and  at  home.  I get 
very  angry  when  I read  the  literature  from  CCHD  and  other  org- 
anizations with  next  to  no  reference  to  the  real  chances  of 
children  getting  this  disease.  My  son  was  misdiagnosed,  mis- 
placed in  schools,  not  accepted  in  society  and  we  probably 
could  have  had  a much  better  life  if  he  was  diagnosed  earlier 
by  doctors.  My  son  is  also  totally  disabled  at  the  age  of  12 
and  I wish  parents  with  the  history  of  this  disease  in  their 
families  could  see  what  could  happen  to  a child. 

I could  fill  page  after  page  with  problems  that  I now 
have.  To  outline  some  of  them  would  be  financial  problems 
such  as  trying  to  live  on  a fixed  income  of  $500  a month 
and  buy  three  sets  of  drugs  per  month,  pay  the  high  cost  of 
Blue  Cross  and  Blue  Shield,  visits  to  the  doctors  for  his 
follow-ups  and  visits  to  the  dentist  for  the  gum  damage  from 
the  drugs,  to  say  nothing  of  the  emotional  stress  from  trial 
and  error  of  the  drugs.  To  date,  no  agency  will  help  because 
I am  above  the  income  level  for  everything  but  yet,  on  the 
other  hand,  I still  have  the  necessities  to  pay  in  order  to 
live.  It  would  take  hours  to  go  over  the  years  of  school 
problems  that  I have  been  up  against  trying  to  fit  him  into 
a program. 

I feel  more  information  should  be  published  about  what  it 
is  like  to  have  a child  with  this  disease  when  it  could  have 
been  avoided.  Laws  and  regulations  should  be  bent  to  individ- 
ual cases  such  as  no  benefits  for  a disabled  child  until  he 
is  18  from  Social  Security,  such  as  Medicare.  I am  a widow, 
cannot  work,  but  I can't  qualify  for  a tax  deduction  on  my 
home  because  I am  not  65,  but  yet  live  on  the  same  income  as 
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a retired  person.  School  programs  are  geared  for  the  handi- 
capped to  go  out  into  the  world,  but  children  with  Huntington' 
cannot  be  pushed  because  of  the  emotional  problems,  so  there- 
fore, they  don't  fit  in. 

I could  go  on  and  on  about  my  own  personal  frustrations. 
Talk  to  some  of  the  families  who  elect  to  keep  these  patients 
at  home  instead  of  the  ones  who  place  them  in  institutions. 
Publish  the  heartbreaking  results  of  a child  with  the  disease. 

I say  do  what  you  want  with  your  life,  but  why  make  a 
child  suffer  because  of  the  ignorance  of  an  adult  and  the  fam- 
ilies who  hide  these  diseases  from  the  next  generation. 


\ 
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GAIL  AND  HARVEY  DINKIN 

ANNANDALE,  VIRGINIA  MARCH  11,  1977 


This  letter  is  to  make  you  aware  of  my  concern  for  the 
lack  of  assistance  towards  Huntington's  disease  research  and 
towards  the  lack  of  easing  the  financial  burdens  of  those 
suffering  the  disease. 

Unfortunately,  we  are  now  in  the  process  of  facing  the 
possibility  of  Huntington's  disease.  The  anxiety  and  tension 
of  how  we  are  going  to  face  what  is  ahead  of  us  is  beyond 
description.  We  have  two  young  children.  College  is  not  too 
far  in  the  future.  How  can  we  provide  for  them?  Nursing 
home  care  or  even  private  care  at  home  is  prohibitive.  Where 
do  we  look  for  help? 

Please  help  see  that  some  aid  and  assistance  for  families 
in  our  position  will  be  met. 
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DR.  A.  MURRAY  FISHER 

BALTIMORE,  MARYLAND  FEBRUARY  4,  1977 


I hope  you  are  doing  everything  in  your  power  to  support 
legislation  for  research  into  cases  of  Huntington's  disease. 
Research  may  provide  answers  to  many  questions,  especially  in 
regard  to  etiology  so  that  we  may  learn  more  about  therapy. 
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MILDRED  H.  JEDLICKA 

BALTIMORE,  MARYLAND  MARCH  19,  1977 


About  nine  years  ago  my  husband,  John  A.  Jedlicka,  was 
becoming  extremely  nervous.  He  had  smoked  cigarettes  all  his 
adult  life,  and  I thought  because  he  was  getting  older  this 
was  causing  his  nervousness.  As  he  was  not  one  to  go  to  the 
doctor  for  checkups,  I mentioned  to  our  doctor  that  if  my  hus- 
band came  to  him  for  any  reason  to  try  to  get  him  to  stop 
smoking . 

Not  long  after  this,  my  husband  complained  of  having 
pains  in  his  chest.  He  went  to  our  doctor  who  told  him  to 
stop  smoking,  stop  drinking  any  alcoholic  drinks,  and  to  drink 
Sanka  instead  of  coffee.  My  husband  came  home  and  never  smoked 
another  cigarette,  nor  drank  any  more  beer  (which  was  the  only 
alcoholic  beverage  he  drank) , and  he  started  to  drink  Sanka  in 
place  of  coffee. 

In  the  next  few  years,  the  nervousness  increased  and  he 
started  stumbling  around  and  falling  at  times.  My  son  became 
concerned  and  mentioned  this  to  our  family  doctor,  who  gave  us 
the  name  of  Dr.  Howard  Moses,  a neurologist  here  in  Baltimore. 
In  May,  1972,  I took  my  husband  to  Dr.  Moses.  I was  shocked 
when  he  told  me,  after  examining  my  husband,  that  he  had  Hunt- 
ington's chorea,  that  it  was  hereditary,  and  that  my  two  sons 
had  a 50-50  chance  of  getting  it. 

My  husband  was  a self-employed  shoemaker.  We  had  our 
business  at  our  home.  Dr.  Moses  said  that  if  my  husband  wanted 
to  continue  working  he  could.  Business  was  not  too  good  at 
this  time  so  he  did  not  have  much  work.  I insisted  that  he 
close  the  business  at  the  end  of  1972  because  I was  afraid  that 
he  might  harm  himself  with  the  tools  he  had  to  use,  and  also  he 
was  becoming  indifferent  and  didn't  care  whether  he  worked  or 
not . 


He  became  more  physically  unbalanced  as  time  went  on 
and  Dr.  Moses  increased  the  Valium  each  year.  In  January,  1975 
our  family  doctor.  Dr.  Benjamin  Highstein,  told  me  that  before 
the  end  of  the  year  he  felt  that  my  husband  would  have  to  be 
put  in  a nursing  home,  that  I would  not  be  able  to  take  care  of 
him.  I told  him  that  I could  not  afford  a nursing  home,  so  he 
told  me  to  apply  for  medical  assistance.  I did  and  received  it 
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The  last  week  of  May,  1975,  he  fell  five  times  in  two 
a^^^nged^^get^mj  hulLnd  Ltf  ChurcrHomraL  H^pital. 

l”S“: 

Centerher4  in  Baltimore.  My  husband  went  into  Deaton  on 
July  10,  1975. 

in  October,  1975,  I 

ina  that  mv  husband  no  longer  needed  care  on  a daily  basis, 
and  coverage  would  no  longer  be  available  under  Medicare  1^^* 
Holver  D?  JuUan  Reed,  Medical  Director  at  Deaton,  requested 
a review  of  my  husband's  claim  and  he  was  kept  as  a chronic 
patient  at  Deaton. 

In  November,  1975,  after  speaking  to  Dr.  Raymond  Roos, 
who  was  doing  research  at  Johns  Hopkins  Hospital,  I decided 
t^have  m^husband  go  into  Hopkins  for  a complete  series  of 
tests,  including  the  brain  scan. 

Dr  Moses  told  me  after  the  tests  that  my  husband  definitely 
had  H.d‘.  , that  his  brain  had  shrunken,  and  that  he  had  water  on 
the  brain.  My  husband  was  taken  back  to  Deaton. 

Dr  Moses  told  me  several  times  in  the  last  two  years 
that  my ’husband  was  out  of  his  mind  and  that  I could  not  ta  e 

care  of  him  at  home. 

On  September  1,  1976  the  Baltimore  City  P.S.R.O.  (Pro- 

fessioLflwndards  Review  Organization)  Conmittee  determined 

thit  mv  husband  no  longer  required  chronic  care  and  he  was 
that  my  nusoanu  . u social  worker  said  he  could 

nr^fke^t  a?  DeatofunS" skilled  care.  She  said  they  would 
not  put  him  out  or  send  him  home,  but  would  try  to  find  a bed 
■in  ;:^nn+-hpr  skilled  care  home.  At  this  time,  I received 
letter  from  the  Division  of  Long-Term  Care  Review, 

City  Health  Department  Medical  Care  Section,  enclosi  9 

of  skilled  care  nursing  homes  in  Baltimore  City.  I 

sLf  of  hoLs  and  Ls  told  by  all  except  one  that  they  had 

no  vacancies.  The  one  home  said  that  unless  a patient  was 

a paying  patient  for  one  year,  they  would  not 

medical  assistance.  I have  heard  this  is  ® January  19 

home  outside  of  Baltimore.  I received  a letter  ' 

1977,  from  the  social  worker  at  Deaton,  and  she  said  so  tar 
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they  have  been  unable  to  find  a bed  in  an  appropriate  facility 
for  my  husband,  so  he  is  still  at  Deaton. 

My  husband  is  74  years  old.  There  is  no  history  of  H.D. 
in  his  family.  He  has  the  following  living  relatives:  a half 

sister,  85  years  old;  a full  sister,  76  years  old;  a full  sis- 
ter, 69  years  old;  a full  brother,  67  years  old;  a full  sister, 
65  years  old.  My  husband  cannot  be  trusted  to  walk  by  himself, 
his  vocal  cords  are  affected,  he  has  difficulty  swallowing  and 
he  cannot  hold  on  to  things  too  well  with  his  fingers.  He  is 
on  an  all  pureed  diet.  He  had  been  on  Valium  until  the  first 
week  in  January,  1977,  but  he  was  then  put  on  Haldol. 

My  worry  and  concern  is  that  I am  67  years  old,  I have 
arthritis  and  bursitis,  I live  by  myself  and  I don't  know 
how  I could  take  care  of  my  husband  24  hours  a day  if  he  has 
to  leave  Deaton  and  a bed  cannot  be  found  elsewhere  for  him. 

Like  all  H.D.  families,  I pray  day  after  day  that 
neither  of  my  two  sons  or  any  of  my  six  grandchildren  will 
inherit  this  disease. 

Before  my  husband  returned  to  Deaton  from  John  Hopkins 
Hospital,  I decided  in  the  event  of  his  death  I wanted  an 
autopsy  performed,  and  also  I wanted  his  brain  donated  to 
Hopkins  for  research  on  H.D. 

Ms.  Fran  Lawrence,  the  social  worker  at  Hopkins,  sent  a 
letter  to  Deaton  to  be  added  to  my  husband's  medical  record 
informing  them  of  this  decision. 
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MARY  A.  LUNCEFORD 
WHEATON,  MARYLAND 


APRIL  13,  1977 


My  husband  is  41  years  age-  aid 

years  in  May  and  have  five  children,  ages  9,  11,  13,  14 

16. 

About  12  years  ago  my  husband  picked  up  the  nickname 
••qhakev"  where  he  worked.  When  he  left  there  in  1968  because 
it  was  under  new  management,  he  found  it  hard  to  find  another 
job.  He  said  people  asked  him  if  he  were  funking  f * 

He  worked  with  his  stepfather  for  a while  but  left  because  he 
said  he  was  too  demanding.  His  mother  got  him  a 3 °b  where 
sh^was  employed.  He  worked  there  until  January  1971  when  he 
quit  because  he  said  his  employer  harassed  him.  He  has  no 
worked  since. 

My  husband  had  not  been  to  the  doctor's  in  years,  but  in 
1973  his  stepfather  persuaded  him  to  go  to  the  V. A.  Hospital 
because  his  body  movements  had  become  worse  He  \ 

outpatient  for  a while  and  they  gave  him  Valium,  but  then  he 
stopped  going  and  stopped  taking  the  medicine. 

He  became  difficult  to  live  with.  He  drank  heavily.  His 
language  was  abusive  to  me  and  to  the  children  He  ^ 

of  unfaithfulness.  He  would  only  ®^t  certain  foods  and  insi^ 
on  having  everything  placed  directly  before  him  at  the  tabl  . 

He  would^get  upset  if  the  children  would  fix  themselves  snack 
during  the  day.  Sometimes  he  would  call  me  at  work  and  the 
tall  me  back  ten  minutes  later,  not  remembering  he  had  called 

the  first  time. 

In  September  1975  my  brother  persuaded  him  to  again  go 
to  the  V.A.  Hospital.  We  went  to  the  Outpatient  Neurology 
Clinic.  The  doctor  asked  us  if  we  had  heard  of  Huntington  s 
disease.  My  husband  was  admitted  to  the  hospital  where  he 
underwent  tests.  They  kept  him  for  almost  three  months  except 
weekends.  The  doctors  asked  us  questions  about  his  family. 

They  told  us  that  Huntington's  was  hereditary.  They  spoke 
with  his  mother  who  is  70  years  old.  She  . 

the  family  who  had  had  anything  similar.  Her  husband  had  died 
at  age  47  of  cirrhosis  of  the  liver.  He  was  an  alcoholic. 

My  husband  has  one  sister  who  is  45  and  is  in  good  health. 
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My  mother-in-law  did  tell  me  that  my  husband's  father  would 
fall  off  ladders  at  work  sometimes  for  no  reason.  She  also 
said  he  couldn't  stand  to  be  under  any  kind  of  pressure. 

My  husband  was  discharged  from  the  V.A.  Hospital  in 
December  1975.  A positive  diagnosis  was  not  made  because  they 
had  no  record  of  a family  history  of  the  illness. 

In  February  1976  we  were  called  to  the  V.A.  Hospital. 

We  were  told  that  a Dr.  Melvin  Yahr  from  Mt.  Sinai  Hospital 
in  New  York  would  be  there  and  wanted  to  see  my  husband. 

Dr.  Yahr  had  worked  many  years  in  neurological  disorders. 

Shortly  after  that  my  husband  was  awarded  a disability  pen- 
sion. Dr.  Yahr  was  apparently  reasonably  sure  my  husband 
had  Huntington's  chorea. 

There  was  a great  deal  of  change  in  my  husband  after 
being  in  the  hospital.  They  had  put  him  on  a drug  called 
Haldol.  His  movements  were  better  but  it  seemed  that  he 
slept  most  of  the  time.  I had  noticed  that  his  speech  was 
changing  some  time  before  that  but  he  just  seemed  to  stop 
talking  almost  altogether.  He  now  holds  no  conversations, 
answers  questions  by  nodding  or  with  only  a word  or  two.  He 
stays  in  bed  most  of  the  time,  only  getting  up  for  meals 
mostly.  He  can  go  to  the  bathroom  by  himself  and  fix  some 
things  for  himself  but  he  spills  things  and  burns  holes  in 
his  surroundings  and  clothing  when  smoking.  He  must  be  en- 
couraged to  shave  and  bathe.  He  does  not  demand  beer  anymore 
but  likes  it  when  it  is  offered  to  him.  His  appetite  has 
increased  and  he  will  eat  almost  everything;  especially 
craving  sweets  and  ice  cream. 

We  go  to  the  V.A.  Hospital  recularly.  He  is  still  on 
the  same  medication.  They  have  increased  and  decreased  it, 
however  he  seems  to  sleep  no  matter  what  the  dosage.  Some- 
times he  refuses  to  do  such  things  as  bathe,  etc.  Occasionally, 
he  will  curse  when  I want  him  to  do  something.  I am  very  con- 
cerned that  he  is  not  getting  any  exercise  and  very  little 
fresh  air.  It  is  also  very  difficult  for  him  when  we  go  to 
the  hospital.  We  usually  have  to  wait  for  a long  time  and  he 
becomes  very  nervous  and  restless.  Also,  we  see  a variety 
of  doctors.  When  he  was  first  discharged  from  the  hospital 
we  had  several  bad  experiences  when  we  were  told  to  come  for 
appointments  and  waited  for  hours  and  couldn't  be  seen  because 
they  could  not  locate  his  records.  As  far  as  the  financial 
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part  is  concerned,  I am  thankful  that  we  have  the  V.  A.  hos- 
pital. I do  not  think,  however,  that  the  doctors  there  are 
too  fcimiliar  with  this  disease. 

Can't  more  doctors  be  trained  to  diagnose  and  treat 
patients  with  Huntington's  disease?  What  does  the  future 
bring  for  our  children?  Can't  more  money  be  spent  for 
research  in  detecting  it  and  hopefully  eliminating  it? 

Aren ' t there  experienced  people  to  come  to  the  home  to  aid 
in  their  care?  Isn't  there  someplace  they  could  get  physical 
therapy?  What  happens  when  they  cannot  be  taken  care  of  at 
home  any  longer?  Hospitalization  does  not  pay  for  nursing 
homes . 

Since  my  husband  has  been  ill,  it  has  been  very  hard 
for  me  to  be  both  mother  and  father  to  our  children  and  also 
to  financially  support  them.  When  my  husband  quit  v/orking, 

I tried  to  hide  the  fact  on  many  occasions.  I was  embarrassed 
over  his  drinking.  Our  children  were  most  embarrassed  over 
his  shaking  and  jerking. 

It  seems  for  the  past  few  years  there  hasn  t been  much 
harmony  in  our  home.  Now  I'm  faced  with  problems  with  our 
children.  Our  16-year-old  daughter  for  the  past  couple  of 
years  has  been  sliding  downhill  in  school  and  this  year  I have 
been  called  to  the  school  on  a couple  of  occasions  for  her 
skipping  classes  and  possibly  failing.  I have  turned  to  the 
Mental  Health  Association  for  our  11-year-old  daughter  who 
keeps  our  home  in  a constant  state  of  arguing  because  she 
cannot  stand  for  anyone  to  hum  or  sing  or  rock  in  a chair 
that  makes  any  noise,  or  even  the  clicking  of  a clock.  And 
how  can  I put  into  words  the  feeling  of  having  to  help  dress 
and  bathe  someone  who  a short  time  ago  was  so  full  of  life  or 
to  not  be  able  to  communicate  with  him  any  more? 

I am  thankful  that  there  are  people  doing  everything 
they  can  to  eliminate  this  awful  disease  and  pray  that  the 
leaders  of  our  country  will  do  everything  they  can  to  support 
these  people. 
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CATHERINE  MADDEN 

BALTIMORE,  MARYLAND  MAY  5,  1977 


I'm  writing  in  hopes  that  you  will  not  discontinue 
giving  aid  for  Huntington's  disease.  My  son  has  Hunting- 
ton's. I also  have  another  son  and  daughter  who  have  a 
50-percent  chance  of  inheriting  this  disease. 

You  have  no  idea  what  it's  like  to  be  taking  care  of 
someone  like  that  and  how  heartbreaking  it  is  to  see  his 
condition  getting  worse  every  day  and  know  that  there  is 
nothing  I can  do  for  him. 

He  is  unable  to  work;  even  if  he  could  no  one  would 
hire  him  because  of  his  condition. 

Please,  on  behalf  of  all  the  people  with  Huntington's 
disease,  don't  drop  the  research.  They  need  as  much  help  as 
someone  with  M.S.  or  any  other  disease.  This  is  a slow  and 
treacherous  disease.  They  do  need  help  so  badly. 

Thank  you. 
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CATMKKINE  M.  MADl'EN 
B A I /r  I MO  RE  , MA  RY  LAN  D 


MAY  27/  1977 


We  the  undersigned  are  petitioning  on  behalf  of  those 
persons  that  are  afflicted  with  Huntington's  disease.  We 
are  hoping  with  this  petition  that  you  will  not  cut  the  funds 
for  the  research  of  this  horrible  disease.  The  public  is 
unaware  of  this  disease/  so  therefore  they _ can  have  no  fund 
drives  to  obtain  the  money  to  continue  their  research  on 
Huntington's  disease. 


Thank  you.  Concerned  citizens t 


Allen  M.  Combs 
Dorothy  Combs 
Michael  Szelistowski 
Warren  Szelistowski 
Talbert  Shepke 
Harmon  McNeill 
Sylvia  McNeill 
Wanda  McNeill 
Fermon  McNeill 
Rita  M.  Summerlin 
Violet  Van  Devader 
Helen  Gogel 
Reba  Foreman 
Martha  Dieterich 
Laura  Dicembre 
Mrs.  Dolores  Strong 
Helen  Thacker 
Carmen  Jones 
Maureen  Litchfield 
Jean  Dodd 
Dorothy  Pierce 
Edith  Butler 
Clara  Rundus 
Grace  Maynard 
Jo  Ann  Kincaid 
Diana  Doich 
Shirley  Neville 
Betty  Mountan 
Shirley  Roark 
Ella  Mae  Helmick 
Mrs.  Erma  R.  Brouse 


Elizabeth  Goodwin 
Robert  M.  Cooke 
Dottie  Cooke 
Lena  Titus 
Spurgeon  Wade 
Charles  Milligan 
Doris  Wade 
Barbara  Madden 
Bemond  M.  Kreichauf 
Bernard  F.  Kreichauf 
Mary  W.  Kreichauf 
Martha  Lotito 
Donna  Jackson 
Linda  Kidd 
Frances  Conwell 
Debbie  Conwell 
Jean  King 
April  Wakefield 
Dolores  Haberham 
Merlyn  Swietzer 
Mamie  Thilo 
Emma  Brown 
Robert  L.  Braun 
Karen  S.  Firda 
Mark  Boner 
Grace  Boner 
Jane  Braun 
Tracy  Braun 
Michele  Braun 
Jane  Rourk 
Jane  Berezny 
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Mrs.  Dorothy  Duling 
Mrs.  Frances  Norman 
Mary  C.  Wade 
Doris  Wakefield 
April  Skalski 
Robin  Davidson 
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Fran  Novak 
Perry  H.  Roark 
Paul  A.  Opitz 
Adaline  M.  Opitz 
Therese  R.  M.  Opit 
Bernard  H.  Opitz 
Diane  Jozwick 
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DICK  MADDEN 
BALTIMORE,  MARYLAND 


MAY  5,  1977 


I am  writing  to  request  that  the  proposal  to  cut  the 
funds  to  this  vital  organization  be  defeated. 

It  is  of  utmost  importance  now  because  this  program  has 
discovered  much  truth  and  has  shattered  many  myths  of  this 
much  misunderstood  and  much  misaligned  disease.  To  cease  thi 
program  would  be  one  of  the  lowest  paths  you  could  take. 

So,  I beseech  you  to  change  this  program  into  one  that 
would  make  the  public  aware  of  this  condition. 

I am  a sufferer  of  this  Huntington's  disease. 
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LOIS  B.  MARTIN 

MARYLAND  MAY  5,  1977 


There  are  very  few  words  that  can  be  written  to  anyone 
to  express  the  importance  of  research  in  combating  H.D. 

But  for  the  sake  of  Congress  or  the  Senate,  or  anyone  else, 

I will  try. 

I am  1 of  13  children  whose  mother  had  H.D.  as  well 
o.  s her  mother. 

My  sister.  Skip,  had  H.D.  and  is  now  deceased  (at  age 

49)  . 

My  sister.  Shelly,  had  H.D.  and  is  now  deceased  (at  age 

38)  . 

My  brother,  Jacques,  had  H.D.  and  is  now  deceased  (at 
age  49) . 

My  sister,  Betty  Lou,  now  has  it  and  also  my  brother, 
Gerald,  who  is  in  a nursing  home.  Also,  my  sister,  Barbara, 
who  also  is  in  a nursing  home  has  it. 

I now  know  that  I have  H.D. 

As  you  can  well  understand  by  reading  this  letter,  this 
disease  is  very  hereditary. 

I could  go  on  and  on,  but  I think  that  anyone  reading 
this  letter  can  understand  the  necessity  of  immediate  action 
on  research,  research,  research. 

Thank  you  for  reading  this  letter.  I hope  someone  will 
act  and  act  quickly  to  prevent  any  further  outbreaks  in  my 
children  or  anyone's  children  with  this  dread  disease. 

Thank  you  again. 
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FA’NICE  R.  ROGERS 

NORFOLK,  VIRGINIA  MAY  3,  1967 


In  January  1975,  my  husband  went  into  the  Portsmouth  Naval 
Hospital  in  Portsmouth  for  his  annual  check-up,  as  he  is  retired 
from  the  Navy  after  24  years  of  service  and  was  currently  employed 
at  the  Navy  Air  Station  here  in  Norfolk. 

Dr.  Thomas  Stanislowski  examined  him  and  informed  that  he 
had  H.D.  He  prescribed  Haldol  which  made  him  sleepy  and  lethar- 
gic and  listless.  (Previously  another  doctor  had  told  my  husband 
that  he  did  not  have  H.D.) 

A few  weeks  later  Dr.  Stanislowski  saw  Glen  again  and  told 
him  he  had  something  that  would  help  him.  Glen  checked  into  the 
hospital  and  was  given  a shot  of  prolixin.  I brought  him  home 
several  days  later  and  he  began  sleeping,  which  lasted  approxi- 
mately 3 months.  I did  manage  to  get  at  least  one  hot  meal  a day 
into  him  and  to  walk  him  around  the  block.  He  lost  over  thirty 
pounds  from  May  until  August.  Meanwhile,  this  doctor  who  had 
given  this  shot,  had  gotten  out  of  the  Navy  and  only  saw  him  once 
after  the  shot  was  given.  I had  gotten  a paper  from  the  H.D. 
Commission  and  it  told  about  the  work  going  on  at  NIH. 

I called  a doctor  in  Chicago,  one  in  Michigan,  and  one  at 
NIH.  None  of  these  doctors  could  believe  it  when  I told  them 
what  had  happened.  As  the  Navy  didn't  want  to  release  his  records 
and  wanted  him  to  come  back  to  Portsmouth,  I xeroxed  them  and 
sent  copies  to  NIH.  In  July  we  went  up  there  for  an  interview 
and  in  October  of  1975,  Glen  went  up  there  for  3 months.  As  a 
result  of  the  first  treatment,  the  Haldol  and  shot  of  prolixin, 
Glen  had  to  resign  from  his  job  in  August.  He  was  so  weak  that 
his  foreman  and  I had  to  help  him,  as  he  had  several  places  to 
check  out. 

While  up  in  NIH  Glen  was  under  the  care  of  Dr.  Eric  Caine. 

Any  encouragement  and  help  we've  gotten  was  from  the  efforts 
of  Dr.  Caine  and  his  staff.  And  for  that  I'll  be  eternally 
grateful . 

I have  Glen's  family  tree  going  back  to  1643,  13  generations, 
showing  where  this  disease  came  into  the  family  and  which  members 
had  the  disease.  It  was  passed  down  from  his  father's  side.  I 
gave  this  to  the  foundation  at  NIH  for  study. 
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We  aren't  receiving  Social  Security,  but  my  husband 
does  get  his  Navy  retirement  and  some  disability  from  his 
civil  service  job. 

At  present  he  is  not  on  any  medication,  except  for  his 
blood  pressure .___The  doctors  here  and  the  Navy  dispensary, 
and  also  NIH,  cannot  understand  why  he  was  put  on  anything  to 
begin  with. 

I do  not  think  he  would  have  had  to  quit  his  job  if  Dr. 
Stanislowski  hadn't  decided  to  play  God.  And  I cannot  under- 
stand why  doctors  will  not  stick  together  and  kick  doctors 
like  Stanislowski  out  of  the  medical  field.  Every  time  a 
doctor  like  that  is  allowed  to  practice,  their  malpractice 
insurance  goes  up.  Because  he  will  eventually  kill  someone — 
and  then  what? 
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M/\HY  H.  SCHWEIGERT 
HALT  I MORi; , MARYLAND 


MARCH  1,  1977 


Davey  is  27  years  old.  Davey  has  H.D.  He  lives  with  his 
qrandmother  in  a small  town  in  Pennsylvania.  Davey  used  to  be 
skilled  on  the  knitting  machines  in  the  factories  in  Pennsyl- 
vania. Now  he  cannot  work  because  of  his  illness,  so  he  is  on 
Social  Security  Disability  pension,  which  limits  his  income. 

Davey  likes  tropical  fish  and  he  buys  them  whenever  he 
can  However,  the  fish  keep  dying  and  Davey  can  only  buy  so  ^ 
much.  The  tropical  fish  and  television  make  up  most  of  Davey  s 
life,  as  nothing  else  seems  to  interest  or  have  much  meaning 
for  him.  But  his  grandmother  finds  it  very  hard  to  cope  with 
rising  prices  and  the  cost  of  food  and  fuel,  which  must  come 
from  her  Social  Security  money  every  month. 

Davey  does  not  appreciate  or  does  not  understand  that  his 
grandmother  has  a hard  time  making  ends  meet  and  he  will  only 
give  her  so  much  of  his  money  each  month,  which  doesn  t quite 
stretch.  She  is  not  eligible  for  food  stamps  because  Davey 
pays  board  money.  Davey  does  not  sleep  well  at  night,  so  he 
stays  up  until  the  television  goes  off  the  air,  and  since  it 
is  so  cold  in  Pennsylvania,  he  turns  up  the  thermostat  so  that 
he  can  keep  warm  while  watching  the  television.  This  runs  up 
the  fuel  bills  even  more.  And  so  it  goes — Grandmother  must^  ^ 
stretch  her  money  because  Davey  does  not  feel  any  responsibility 
toward  the  expenses.  Tension  and  arguments  result.  She  also 
worries  about  what  will  happen  to  Davey  when  she  can  no  longer 
take  care  of  him,  and  she  limits  her  social  contacts  because 
she  does  not  want  to  leave  him  for  too  long  a time.  Davey  needs 
a new  bed.  His  body  movements  have  broken  the  springs  in  his 
mattress  and  they  come  through  the  covering  and  scratch  him; 
also,  the  legs  of  the  studio  couch  on  which  he  sleeps  are 
beginning  to  break.  All  of  these  problems  will  be  solved 
eventually  for  some  of  the  people  with  this  disease,  maybe 
not  for  Davey  and  his  grandmother  at  this  time,  but  maybe 
for  some  of  those  who  come  after. 

Davey ' s mother  passed  away  last  year  at  the  age  of  42. 

She  was  in  the  county  home  as  she  was  a complete  invalid. 
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Davey  has  a little  troiable  in  walking,  but  this  is  his 
only  mode  of  transportation.  He  cannot  hold  onto  things  very 
well,  as  his  hands  jerk  and  he  loses  control  of  them.  He  has 
had  to  learn  to  shave  with  an  electric  razor  as  he  was  cutting 
himself  with  his  safety  razor.  He  cannot  eat  everything.  Some 
things  do  not  agree  with  his  stomach  and  some  things  he  cannot 
swallow  too  well,  and  soon  much  of  his  food  will  have  to  be 
cut  up  for  him,  as  he  cannot  cut  it  very  well  himself. 

Davey  has  a brother,  Rick,  who  is  younger  than  he.  Rick 
is  going  to  college  under  the  GI  Bill.  He  will  graduate  this 
year.  Rick  does  not  have  H.D.  yet.  He  may  never  get  it.  He 
is  "at  risk."  But  he  has  been  cautioned  against  having  children 
if  he  marries  because  he  may  have  the  defective  gene.  There  is 
no  way  at  the  present  time  to  tell  whether  or  not  he  has  this 
gene . 


Possibly  Davey  and  Rick  are  two  of  the  lucky  ones.  They 
have  been  accepted  by  the  National  Institutes  of  Health  for 
examination  and  testing  to  see  if  they  can  be  helped  in  any  way: 
Davey,  to  help  him  live  more  comfortably  while  he  is  here,  and 
possibly  a way  to  test  Rick  for  the  defective  gene.  These  are 
the  things  that  are  needed  for  these  people  who  are  afflicted 
with  H.D. 
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RICK  SCHWEIGERT 

COLLEGE  PARK,  MARYLAND  MARCH  24,  1977 


I am  writing  this  letter  in  behalf  of  the  thousands  of 
patients  and  families  who  are  afflicted  with  Huntington's  dis- 
ease in  the  United  States. 

Being  a member  of  one  of  those  families  makes  my  concern 
urgent.  We  have  been  aware  of  this  disease  in  my  family  since 
my  great-grandmother  died  of  Huntington's  disease  in  the  early 
1900 's.  Since  her  death,  my  grandmother  and  three  of  her  sis- 
ters and  three  of  their  children  died  of  the  disease.  In  addi- 
tion, one  remaining  sister  of  my  grandmother,  who  also  has  H.D., 
is  presently  in  a mental  institution  in  Pennsylvania. 

Last  year  my  mother  died  at  the  age  of  42  from  H.D. 
after  suffering  from  the  disease  for  15  years.  She  spent  the 
last  five  years  of  her  life  in  a nursing  home.  Presently,  my 
brother,  at  age  27,  has  had  H.D.  for  the  past  five  years.  He 
is  currently  a research  patient  at  the  National  Institutes  of 
Health . 


Even  though  I do  not  have  H.D.  myself,  I just  spent 
three  days  at  the  NIH  undergoing  tests  which  will  hopefully 
lead  to  a predictive  test  for  H.D.  which  will  aid  people  like 
myself,  who  are  at  risk,  in  planning  their  lives  and  relieving 
their  anxiety. 

The  main  problem  with  Huntington's  disease  is  that  it 
doesn't  manifest  itself  until  later  in  life  when  the  patient 
has  already  passed  the  gene  onto  their  children.  There  are 
literally  thousands  of  families  in  the  U.S.  who  are  afflicted 
with  the  defective  Huntington's  gene.  At  present,  there  is 
no  effective  drug  to  stop  or  slow  down  the  progression  of  the 
disease.  Therefore,  I,  along  with  thousands  of  other  families 
in  the  U.S.,  implore  that  the  research  program  for  Huntington's 
disease  be  continued  and  that  funds  be  increased. 

Throughout  my  entire  life  I have  watched  members  of  my 
family  suffer  from  Huntington's;  now  my  brother  has  it  and  I 
face  the  horror  of  this  disease.  Financial  problems  are  great 
for  victims  of  H.D.  but  far  greater  is  the  emotional  torture 
experienced  by  the  H.D.  patient  when  he  loses  his  ability  to 
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organize  thoughts,  remember  simple  thoughts  and  perform  simple 
tasks.  The  ultimate  relief  of  an  H.D.  victim  is  death  but  by 
this  time  they  have  suffered  for  15  years  and  have  lost  all  hope 
for  any  medical  treatment.  If  funds  can  be  continued  at  least 
the  sense  of  hope  may  be  restored  to  the  H.D.  patient. 

Thank  you  for  taking  time  to  read  the  letter. 
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SHARON  SELF 

LEESBURG,  VA  22075  MARCH  2,  1977 


I am  writing  this  letter  in  regard  that  my  husband's 
father  died  last  December  with  H.D.  He  was  hospitalized 
for  five  years  in  Florida. 

My  husband  is  37-1/2  years  old  now  and  has  a chance  of 
getting  H.D.  We  have  three  children,  ages  13,  11  and  6.  We 
had  these  children  before  we  knew  of  my  husband's  father's 
condition.  We  live  with  this  fear  every  day . We  hope  there 
will  be  more  research  done  and  hope  for  a cure  for  all  our 
sakes . 

On  the  financial  side,  if  my  husband  should  get  H.D., 
we  do  not  know  what  we  would  do.  He  is  an  electrician  and 
I am  a homemaker.  We  would  have  to  sell  our  house  we  are 
trying  to  buy  and  I would  have  to  find  work.  It  would  be 
hard  to  find  work  for  I have  no  special  skill.  We  have  no 
rich  relatives  to  help  us.  We  are  trusting  in  the  Lord  for 
a finding  in  research. 
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BESSIE  HALEY  SIMMS 

SPRINGFIELD,  VIRGINIA  FEBRUARY  8,  1977 


My  husband  died  of  Huntington's  disease  six  years  ago. 

For  many  years  he  showed  symptoms  and  we  thought  he  was  "just 
nervous."  He  wasn't  diagnosed  until  he  was  advanced  with  the 
disease.  He  was  taken  to  Tuckers  Hospital  in  Richmond  where 
we  were  told  that  they  thought  he  had  something  called  "Hunting- 
ton's disease."  We  weren't  told  it  was  inherited  and  no  genetic 
counseling  was  recommended  for  my  children.  My  daughter  learned 
about  it  by  contacting  NIH.  From  Tuckers  he  was  transferred  to 
Eastern  State  Hospital  in  Williamsburg,  where  he  stayed  a few 
weeks,  was  sedated  with  Thorazine  and  sent  home  for  me  to  care 
for,  along  with  a letter  saying  there  was  nothing  wrong  with 
him.  The  care  was  very  poor  there  and  his  personal  hygiene  was 
sorely  neglected--he  was  shaved  by  other  patients,  his  nails 
weren't  trimmed,  patients  stole  his  clothing,  and  he  was  given 
the  job  of  scrubbing  floors.  Whenever  we  went  to  see  him,  he 
would  cry  and  beg  us  to  take  him  home. 

I took  care  of  him  for  ten  years  as  there  was  no  place  to 
hospitalize  him.  Many  nights  I hid  in  the  woods  as  he  threatened 
to  kill  me;  he  would  tear  the  clothes  from  my  body  and  hold  a 
gun  on  me  all  night  long.  Finally  I disposed  of  the  gun  which 
I needed  for  protection,  as  I lived  alone  in  an  isolated  area. 
Taking  care  of  him  was  a constant  chore  as  he  was  very  demand- 
ing— he  ate  constantly  and  wandered  out  of  the  house  frequently. 
Sometimes  I'd  find  him  wandering  around  in  the  middle  of  the 
highway.  I lived  back  in  the  country  under  the  most  primitive 
conditions  as  I chopped  wood  for  fires  and  brought  water  from 
a well.  As  he  became  more  helpless,  no  one  came  to  visit  me  as 
they  could  not  bear  to  look  at  him.  The  only  people  I saw 
during  this  time  were  my  children.  He  was  treated  cruelly  by 
others.  Whenever  we  took  him  shopping,  people  would  stop  and 
stare  as  if  he  was  some  sort  of  spectacle.  Even  though  he 
couldn't  communicate,  he  understood  everything  others  said. 

I think  the  public  should  be  more  educated  to  be  more  under- 
standing of  this  disease.  The  H.D.  patient  is  still  a person 
with  feelings  and  not  a freak. 

My  husband  died  at  Western  State  Hospital  after  being 
there  only  three  days  when  he  choked  to  death.  I have  three 
children  at  risk  and  five  grandchildren.  One  of  my  children 
is  divorced.  This  is  an  unbelievable  nightmare  for  all  of  us. 
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BARRY  K.  WARD 

ALEXANDRIA/  VIRGINIA  SEPTEMBER  1/  1976 


I would  like  to  tell  you  about  my  experiences  with  Hunt- 
ington's disease. 

I was  told  about  five  years  agO/  by  my  mother/  that  she 
had  H.D.  She  then  explained  further  as  to  what  it  was  and 
that  me  and  my  two  brothers  had  a 50-50  chance  of  having  it. 

She  also  told  us  she  had  H.D.  for  the  past  ten  years.  To  me 
it  explained  a great  deal  about  my  mother's  previous  behavior 
and  also  why  she  had  been  confined  to  Rollman's  Psychiatric 
Institute  in  Cincinnati/  Ohio  for  a short  time. 

When  I was  a kid  we  were  always  given  the  explanation  that 
Mom  had  a mental  illness.  That  she  thought  she  was  the  same 
as  her  mother  who  was  confined  to  Longview  for  many  years  of 
her  life.  Mom  always  had  periods  of  depression  where  she 
would  say  things  that  she  never  meant/  only  to  realize  what 
she  had  said  when  she  came  out  of  it.  During  these  periods 
she  was  like  a raving  mad  person.  It  was  very  frightening 
to  a child  of  fourteen. 

But  that  is  not  the  worst  part;  I must  live  with  the 
fact  that  I have  a chance  of  getting  H.D.  When  my  mother 
told  me  about  her  problem/  and  now  mine/  she  said/  "If  I had 
known  about  thiS/  I would  have  never  had  you."  She  loves  us / 
but  the  thought  of  bringing  up  a child  that  might  have  to  go 
through  what  she  has  was  frightening  to  her. 

I could  not  sleep  at  night/  thinking  of  the  possibilities; 
I was  alone. 

I am  twenty  years  old  now  and  married.  My  wife  and  I 
have  decided  to  have  children/  but  we  are  worried.  What  if 
after  we  have  our  children  I am  suddenly  afflicted  with  this 
disease?  Then  the  nightmare  starts  all  over  again.  My 
children  will  grow  up  frightened  just  as  I was.  Something 
needs  to  be  done.  Huntington's  needs  research.  There  must 
be  a way  to  diagnose  at  an  early  age.  It  is  a big  burden  in 
life  to  decide  to  bring  a dying  child  into  the  world. 

Thank  you  for  your  time.  Please  recommend  for  appropria- 
tions to  research  H.D.  To  me  it  is  a matter  of  life. 
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SCHACHT:  I formally  declare  the  public  testimony  for  the  Com- 

mission on  the  Control  of  Huntington's  Disease  and  Its  Consequences 
open.  I am  Lee  Schacht,  one  of  the  Commissioners  for  this  organiza- 
tion. We  will  hope  to  have  our  final  report  by  the  first  of  September 
and  ’t  will  be  available  to  you  at  that  time. 

Marjorie,  would  you  like  to  introduce  yourself? 

GUTHRIE:  I am  Marjorie  Guthrie.  I am  the  founder  of  the  Com- 

mittee to  Combat  Huntington's  Disease  and  the  Chairperson  of  this 
Commission,  which  is  called  the  Commission  for  the  Control  of 
Huntington's  Disease  and  Its  Consequences. 

I want  to  say,  if  I may,  Lee,  that  we  would  like  to  explain  to 
people,  this  is  your  opportunity  to,  in  a sense,  visit  your  Congress- 
man, I would  like  you  to  pretend  that  you  are  sitting  in  his  room, 

just  you  and  he  or  she,  and  he  said  to  you,  "Tell  me,  what  is  your 
problem?"  And  then  you  speak,  and  then  he  says,  "But  what  do  you  want 
me  to  do  about  it?  What  suggestions  can  you  make?"  And  these  are  the 
two  things  that  the  Commission  wants  to  hear  from  you  so  that  we  can 
document  what  your  problems  are  and  what  suggestions  you  may  have  as 
to  what  we  can  do  to  bring  this  to  the  attention  of  the  Congress. 

This  is  a lovely  room.  It's  one  of  the  nicest  we  have  been  in 
for  our  testimony.  And  I hope  that  all  of  you,  even  those  who  are  not 
scheduled,  if  you'd  like  to  say  something  or  add  something,  certainly 
have  the  opportunity  to  come  forward  and  say  something  and  just  tell 
us  if  you  would  like  to. 

I want  to  tell  Dr.  Schacht  that  just  before  we  started --there  is 
a patient,  for  instance,  sitting  in  the  audience, and  I asked  him  if 
he  would  like  to  testify, and  he  said  he  didn't  think  he  would;  his 
wife  is  going  to.  And  I said  I thought  it  would  be  so  helpful  if 
peopJLe  who  are  affected  would  like  to  say  something.  I think  it  is 
important  for  all  of  us  to  hear  what  you  have  to  say  about  what  it  is 
like  living  with  Huntington's  disease.  So,  perhaps  we  can  encourage 
some  of  the  people  who  are  sitting  there  who  hadn't  planned  to  speak 
to  come  forward  and  say  something.  Visiting  your  Congressman,  that's 
really  what  you're  doing. 

SCHACHT:  I would  like  to  point  out  that  the  Commission  has, since 

its  beginning,  felt  that  they  had  a broader  mandate  to  provide  informa- 
tion to  Congress  and  the  Secretary  of  Health,  Education  and  Welfare 
about  other  neurological  degenerative  diseases.  And  so,  there  will  be 
testimony  from  several  other  similar  groups  with  similar  problems, 
similar  clinical  symptoms. 
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The  format — and  I think  all  of  you  have  a schedule--is  a 10-minute 
presentation.  We  would  like  you  to  leave  part  of  your  10  minutes  for 
response  to  questions  which  we  might  have.  We  will  really  be  solic- 
iting your  recommendations --your  recommendations  in  as  positive  a way 
as  you  can.  If  you  have  resolved  a problem,  then  tell  us  how  you  did 
it  so  that  we  can  use  this  in  an  effort  to  pass  on  information  to 
other  groups.  I will  be  rather  strict  on  time.  We  will  try  to  catch 
up  in  the  next  hour  and  a half.  After  approximately  8 minutes,  I 
will  tap  my  watch  so  that  you  will  have  an  idea  of  where  you  are,  and 
I will  do  the  same  thing  to  the  Commissioners,  and  Dr.  Nancy  Wexler, 
who  will  be  with  us  in  a minute,  who  is  the  Executive  Director  for  the 
Commission . 

We  would  like  to  have  three  respondents  or  individuals  come  up 
at  a time  and  sit  at  the  table  over  there  so  that  we  can  be  recorded. 
All  of  this  is  being  recorded  and  will  be  transcribed  and,  again, 
available  to  you  as  soon  as  that  transcription  is  ready  through  the 
Commission  office. 

Dr.  John  Pearson,  Clinical  Psychologist  from  the  Wichita  Clinic, 
Joseph  Lukens,  and  Marvin  Ewert.  Would  you  please  identify  yourselves 
and  your  involvement  or  affiliation  with  whatever  group  you  are  con- 
nected with.  John. 


TESTIMONY  OF 
JOHN  S.  PEARSON,  PH.D. 

CLINICAL  PSYCHOLOGIST 
WICHITA  CLINIC 

PEARSON:  I am  John  S.  Pearson,  Ph.D. , Clinical  Psychologist, 

practicing  in  a general  medical  and  surgical  clinic.  For  some  28 
years,  I have  been  involved  with  Huntington's  disease  in  numerous 
ways,  particularly  with  the  local  chapter  of  the  Committee  to  Combat 
Huntington's  Disease, 

Prior  to  coming  to  Kansas  in  1969,  I had  worked  for  a number  of 
years  in  Minnesota  as  a clinical  psychologist.  In  1949,  I was  in- 
volved with  a high-risk  adoptive  child  group  and  seeking  to  understand 
the  motivations  of  adoptive  parents  in  taking  children  into  their 
homes  with  mental  retardation,  physical  handicaps,  and  so  on.  I was 
also  involved  with  seeking  to  improve  the  services  of  Government  to 
the  individuals,  both  the  children  in  need  of  homes  and  the  parents 
who  were  adopting  these  children,  oftentimes  in  full  knowledge  of  the 
high-risk  factors,  but  oftentimes,  having  their  judgment  clouded  by 
reason  of  emotional  factors  or  an  unrealistic  faith  that  science, 
technology,  government,  and  tender  loving  care  on  the  part  of  parents 
could  ameliorate  or  alleviate  these  problems. 
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In  the  course  of  this  work,  one  memorable  case  came  to  light  in 
which  the  problem  of  the  child  was  being  at  risk  for  Huntington's 
disease.  The  question  as  to  what  information  could  be  imparted  to 
the  adoptive  parents  and  what  information,  of  necessity,  had  to  be 
withheld  by  the  governmental  agencies  involved,  became  a question  in 
my  mind  and  I sought  to  do  something  about  it.  In  visiting  with 
members  of  this  large  kindred  with  Huntington's  disease,  and  working 
with  a graduate  student.  Dr.  Dan  [Palm]  at  the  Dight  Institute  of 
Human  Genetics,  University  of  Minnesota,  I became  very  much  concerned 
with  the  need  to  reach  out  to  these  families  at  risk  for  Huntington's 
to  give  them  information  which  they  were  badly  lacking  and  to  show 
them  that  someone,  at  least,  in  Government  was  interested  in  their 
particular  problem. 

In  a sense,  I view  the  meeting  of  the  Commission  here  today  as 
a culmination  or  a fulfillment  of  my  28  years  of  involvement,  having 
initially  seen  my  efforts  to  get  Government  more  involved  with  the 
problem  essentially  fail  because  Government  was  not,  at  that  point — 
and  to  some  degree  is  not  today--ready  to  really  come  to  grips  with 
the  fact  that  all  men  are,  literally,  not  created  equally,  and  that 
factors,  such  as  being  at  risk  for  Huntington's  disease,  do  have  dif- 
ferential implications  for  society  and  for  our  Government. 

As  a result  of  frustration  and  finding  that,  repeatedly,  we  were 
told  we  can't  do  this,  we  can't  do  that,  because  it's  the  law;  we 
can't  reach  out  and  help  these  people  to  understand  the  risks  that 
the  child  they  are  taking  into  their  home  is  going  to  face,  because 
that  adoptive  court  case  is  sealed.  We  can  reveal  nothing  about  the 
paternity  or  the  fact  that  there  is  a hereditary  disease  in  the  back- 
ground--this  kind  of  thing  led  me  to  turn,  eventually,  to  organizing 
the  families,  or  attempting  to  contact,  make  contact  within  the  fam- 
ilies, and  on  the  basis  of  a private  organization  rather  than  a 
Governmental  effort,  to  accomplish  some  of  the  same  goals. 

Now,  I think,  with  the  work  of  the  Committee  to  Combat  Huntington's 
Disease  being  brought  to  bear  on  Congress  and  on  Government,  generally, 
we  are  back  at  the  point — I only  regret  it  has  taken  us  25  years  to 
achieve . 

I would  like  to  rise  to  the  honor  and  privilege  of  opening  these 
remarks  before  the  Commission  here  by  saying  something  perhaps  worthy 
of  the  28  years' perspective  that  I do  feel  has  brought  some  objec- 
tivity that  is  lacking  in  certain  family  members  and,  perhaps,  some 
importance  for  Congress  to  consider.  And  these  facts  are  in  relation 
to  several  special  aspects  of  Huntington's  disease  as  a model  for 
other  genetic  conditions  that  are  disseminated  rather  widely  through- 
out the  total  population  and  have  implications  for  the  future  health 
of  our  population,  certainly,  many  aspects  of  our  welfare  system,  and 
so  forth. 
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One  of  the  facts  that  I would  particularly  like  to  call  into 
question  is  the  tendency,  or  the  avoidance,  one  might  say,  by  the 
National  Government  of  the  responsibility  to  equalize  rights  of  the 
individuals  in  different  states  to  a certain  minimal  standard  of 
care  and  personal  attention  in  the  face  of  a catastrophic  illness 
like  Huntington's  disease.  I regret  to  state  that  Kansas  is  one  of 
those  several  states  in  which  the  naming  game  is  played  and  we  trade 
in  human  misery  by  shuttling  people  around  from  one  care  institution 
to  another,  each  one  closing  its  doors  in  turn  on  the  basis  of  a 
false  and  misleading  distinction;  the  idea  that  Huntington's  disease 
is  a neurologic  illness,  for  example,  and  not  a mental  illness, 
causing  miserable  individuals  to  be  turned  away  from  state  mental 
hospitals,  which  could  provide  the  kind  of  care  that  is  needed. 

In  this  connection,  I think,  it  should  be  noted  for  the  Con- 
gressional record  that  the  families  themselves  have  aided  and 
abetted  this  false  distinction  by  hanging  on  to  old  stereotypes, 
stigmatizing  mental  illness  psychosis  as  a form  of  demon  possession 
related  kind  of  condition  that  has  to  be  segregated  in  a,  quote, 
"mental  hospital,"  or, as  I heard  the  term,  last  night,  a "nut  house," 
This  is  a false  distinction  that  has  led  Government,  on  the  one  hand, 
and  families,  on  the  other  hand,  to  deny  people  the  kind  of  care  that 
is  needed.  The  fact  is  that  there  are  many  individuals  within  a 
population  of  patients  with  Huntington's  disease  who  do  require  close 
care  in  a security  institution. 

Another  thing  that  should  be  memorialized  to  Congress  at  this 
point  in  connection  with  the  naming  game  is  the  fact  that  insurance 
questions  point  up  Huntington's  as  a very  good  condition  to  use  as 
a model  for  catastrophic  illnesses.  While  a minimum  standard  of  care 
should  be  available  on  a nationwide  basis  and  our  state  laws  should 
be  brought  into  line  to  provide  nursing  home  or  hospital  care  of  the 
kind  required  by  the  symptoms,  and  not  by  a name,  and  not  by  a stereo- 
typed, stigmatizing  label  that  is  attached  to  someone,  there  should 
also  be  minimum  standards  of  insurance  available  to  persons  at  risk 
for  catastrophic  illness,  such  as  Huntington's. 


With  these  two  points,  I rest  and  would  like  to  leave  a minute 
or  two  for  questions  now  or  after. 

SCHACHT:  Thank  you,  John.  Marge? 

GUTHRIE:  John,  would  you  be  willing  to  just  describe,  if  you 

could,  for  the  record — I like  your  statement,  "the  kind  required  by 
the  symptoms,"  You  are  then  suggesting  that  at  various  stages  of  the 
disease  there  are  different  kinds  of  needs. 
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PEARSON:  Very  much  so.  The  one  thing  that  is  predictable  about 

the  illness  as  a general  condition  is  its  progressive  nature.  Even 
this  is  not  completely  predictable , because  the  rate  of  progression  is 
very  different  from  one  individual  to  another.  But  the  fact  is  that 
there  is  a predictable  rate  of  progression  of  symptoms  which,  on  the 
average,  will  require  about  50  percent  of  individuals  to  be  in  a 
security-type  institution;  that  is,  where  there  are  locks  on  the  doors, 
where  there  is  constant  supervision  of  the  individual  for  his  own 
protection . 

GUTHRIE:  But  then  you  are  also  implying  that  there's  another 

50  percent,  at  least,  who  needs  a different  kind  of  care  facility. 

And  I'm  wondering,  would  you  go  along — we've  had  some  suggestions  of 
conceivably  a day  care  center  where  a patient  could  still  live  at  home 
but  go  every  day  for  a certain  number  of  hours  for  food,  and  social 
relationships,  and  so  forth. 

PEARSON:  Day  care  centers  are  an  important  and  growing  treatment 
mode  for  a large  number  of  people  with  a large  variety  of  disabling 
conditions.  And  certainly  many  patients  with  Huntington's  disease 
could  benefit  from  this  kind  of  thing,  but  it  does  not  do  away  with 
the  need  for  the  more  security-oriented  type  of  care  facility  and  no 
one  solution  is  going  to  work  for  all  families  and  all  individuals 
with  the  illness.  The  fact  is  that  we  need  a range  and  we  need  a min- 
imum care  standard;  and  there  needs  to  be  some  place  available  to 
every  family  with  the  illness  that  is  able  to  provide  the  full  range 
of  care. 

SCHACHT:  John,  I have  just  one  question.  You  were  talking  about 

adoption.  What  is  your  feeling  about  an  at-risk  couple,  in  which  the 
individual  who  is  at  risk  decides  upon  a sterilization?  What  is  their 
status--how  would  you  feel  about  their  status  with  regard  to  adoption? 

PEARSON:  My  own  feeling  is  that  the  person  at  risk,  or  the 
couple  at  risk  who  makes  the  decision  partly  for  the  benefit  of  soci- 
ety at  large  not  to  have  children  of  their  own  because  of  the  risk 
factor,  that  they  deserve  some  special  consideration  in  terms  of  their 
desire,  perhaps,  to  adopt  a child  or  children.  The  factors  of 
being  at  risk  for  Huntington's  disease  should  not  preclude  their 
selection  as  fit  adoptive  parents. 

SCHACHT:  Thank  you,  John.  Mr.  Joseph  Lukens. 

TESTIMONY  OF 
JOSEPH  C.  LUKENS  II 
VICE  PRESIDENT 

INSURANCE  MANAGEMENT  ASSOCIATES,  INC. 

LUKENS:  To  introduce  myself  I could  say  that  I've  been  exposed 

to  Huntington's  disease  through  my  contact  socially  and  professionally 
with  members  of  the  local  chapter.  What  I wanted  to  share  with  you 
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today  is  to  briefly  take  you  through  some  of  the  thought  processes 
that  we  have  worked  out  and  exercised  in  our  attempts  to  properly 
take  advantage  of  what  the  current  insurance  industry  has  to  offer 
and  how  we  can  best  use  it  to  the  benefit  in  somewhat  trying  to  re- 
cover some  of  the  financial  burden  of  Huntington's  disease. 

Proper  knowledge  and  adequate  planning  of  insurance  and  other 
related  services  are  very  important  to  those  persons  with  a heredi- 
tary history  of  Huntington's  disease.  The  expense  of  medical  care, 
the  loss  of  wage-earning  ability,  and  the  possible  loss  of  life  are 
the  specific  areas  where  insurance  protection  is  available  in  today's 
marketplace . 

The  insurance  industry  knows  very  little,  at  the  present  time, 
about  Huntington's  disease.  Consequently,  I have  found  that  no  company 
which  uses  the  hereditary  history  of  HD  has  any  underwriting  criteria 
as  long  as  the  applicant  has  no  symptoms,  nor  diagnosis.  In  other 
words,  they  will  be  written--the  applicant--at  regular  rates.  If, 
however,  any  diagnosis  has  been  made,  then  they  are  considered  unin- 
surable  and  cannot  buy  insurance  protection,  even  on  a rated  basis. 

This  is  why  it  is  necessary  to  take  steps  before  and  at  an  early  age  in 
order  to  secure  adequate  insurance  while  the  applicant  is  free  from 
any  symptoms . 

Medical  coverage  is  the  most  obvious  need.  However,  my  knowledge 
of  HD  indicates  that  in  many  cases  it  does  not  require  extensive  stay, 
but  rather,  care  could  be  provided  at  the  residence,  or  perhaps, 
eventual  care  in  a nursing  home.  The  coverage  for  a practical  nurse 
or  a nursing  home  is  very  limited  in  the  standard  hospitalization 
policy.  If  continual  care  outside  of  a hospital  is  required,  the 
benefits  of  a normal  policy  could  in  actuality  be  considered  nil  due 
to  their  limitations.  This  creates  a fantastic  financial  burden  for 
the  family. 

Due  to  the  type  of  disease,  particular  attention  should  also  be 
placed  on  disability  insurance.  If  a person  has  an  income-producing 
job,  then  they  would  be  eligible  to  purchase  income  protection  for 
disability  insurance.  If  done  properly,  this  could  be  used  to  offset 
some  of  the  uninsured  expenses  of  the  hospitalization  policy.  This 
policy,  if  included  under  the  group  plan  provided  by  an  employer,  is 
most  likely  set  up  to  integrate  with  Social  Security  benefits.  In 
other  words,  the  Social  Security  benefits  will  replace  any  proceeds 
of  private  insurance.  However,  if  an  individual  policy  is  taken  out, 
which  would  be  at  the  total  expense  of  the  individual,  then  policies 
are  available  which  do  not  integrate  with  Social  Security.  Therefore, 
the  insured  would  be  eligible  to  collect  twice.  Policies  are  avail- 
able which  allow  an  individual  to  recover  benefits  to  age  65,  if  the 
person  is  not  in  a hazardous  profession.  A few  years  ago,  protection 
to  age  65  was  not  available  to  women;  however,  this  is  rapidly 
changing . 
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The  major  disadvantage  to  the  individual  policy  protection  is 
that  it  is  at  the  total  expense  of  the  insured;  whereas, the  group 
plans  many  times  have  50  or  100  percent  of  the  cost  paid  by  the 
employer.  In  order  to  keep  the  cost  as  low  as  possible,  a waiting 
period  of  at  least  90  days  before  benefits  are  payable  would  be 
most  practical. 

In  this  same  area,  mention  should  be  made  of  the  value  of  tak- 
ing advantage  of  Social  Security  Disability  benefits.  All  persons 
with  Huntington's  disease  history  should  be  encouraged  to  maintain 
full-  or  part-time  employment  in  order  to  qualify  for  disability 
benefits.  Eligibility  does  not  begin  until  after  5 months  of  total 
permanent  disability  and,  even  then,  one  can  probably  count  on  an 
additional  6 months  before  seeing  the  first  payment.  But  in  any 
case,  it  is  very  valuable  financial  assistance. 

Finally,  our  attention  should  focus  on  life  insurance.  As  I 
said  earlier,  the  current  underwriting  standards  do  not  penalize 
the  applicant  for  any  family  history  he  or  she  has,  if  he  or  she  has 
no  symptoms.  This  will  probably  not  always  be  the  case.  As  insur- 
ance actuaries  and  society,  in  generax,  become  more  aware  and  knowl- 
edgeable of  HD,  then  we  will  most  likely  see  some  surcharge  rating, 
even  though  the  applicant  has  no  personal  history.  In  any  case,  life 
insurance  needs  to  be  purchased,  and  purchased  wisely.  The  chief 
benefit  of  life  insurance  could  be  to  eliminate  any  indebtedness 
incurred  by  the  patient,  or  to  provide  financial  security  to  the  liv- 
ing family. 

The  least  expensive  type  of  life  insurance  is  term  insurance. 
This  is  pure  insurance  and  offers  no  investment  return  in  the  form 
of  cash  value  buildup.  On  the  other  side  is  whole-life  policies, 
which  do  offer  return  of  about  3 percent  on  the  investment,  and 
the  premiums  can  be  recovered  after  a few  years  through  the  cash 
value . 

And  whatever  type  of  policy  is  purchased,  two  modifications  or 
extensions  of  the  contract  should  be  made.  Number  one  is  what  is 
commonly  referred  to  as  the  GIR  rider,  which  is  the  Guaranteed  Insur- 
ability Rider.  This  allows  for  the  purchase  of  X amount  of  addi- 
tional coverage,  which  is  usually  four  times  the  face  amount  of  the 
policy,  regardless  of  any  change  in  health.  And  the  policy  schedule 
will  show  the  intervals  at  which  these  additional  purchases  can  be 
made.  The  second  extension  is  the  waiver  premii.im,  whereby  the  policy 
will  incur  no  further  additional  premium  charges  in  the  event  the 
insured  is  totally  disabled.  And  even  in  that  event,  you  could  exer- 
cise number  one  extenstion  and  keep  purchasing  your  additional  cover- 
ages. 
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This  presentation,  I trust,  has  shown  the  importance  and  need  of 
using  insurance  as  a proper  financial  tool  when  faced  with  the  uncer- 
tainties of  Huntington's  disease.  Each  individual  needs  to  put 
together  an  insurance  portfolio  with  a design  which  will  maximize  his 
or  her  recovery  of  expenses  and  financial  loss  incurred  as  a result 
of  the  disease.  All  of  the  insurance  contracts  herein  discussed  are 
expensive  and  this  will  require  significant  financial  sacrifice  on 
his  or  her  part. 

Thank  you. 

GUTHRIE:  May  I play  devil's  advocate? 

LUKENS:  Please  do. 

GUTHRIE:  I am  very  concerned  that,  at  this  time,  you  tell  us 

what  is  available.  As  more  and  more  families  come  forward,  I have  a 
fear  that  the  insurance  companies  are  now  going  to  recognize  what  it 
costs  to  take  care  of  an  HD  patient  and,  in  that  sense,  the  families 
are  then  going  to  start  hiding  it  again.  I am  concerned  about  what 
is  going  to  happen. 

LUKENS:  As  I mentioned,  I did  want  to  point  out  that  as  society 

and  insurance  actuaries  do  become  more  knowledgeable,  I do  expect 
this,  probably,  to  happen.  In  other  words,  it  will  not  be  foreclosed 
in  the  policy  application  for  that  purpose  in  order  to  eliminate  pos- 
sible future  surcharges,  and  so  on.  Your  insurance  contract  does 
have  a provision,  after  2 years,  that  a contract  is  valid,  regard- 
less of  any  misstatements  in  the  policy  application.  I don't  say  that 
to  encourage  anyone,  but  I say  that  to  the  standpoint  that  if  someone 
does  investigate  it  they  will  find  that  clause  in  the  contract  and, 
therefore,  will  take  advantage  of  perhaps  hiding  it. 

GUTHRIE:  Now,  the  reason  I pose  that  to  you,  and  my  fear  is 

because  I am  worried  that  our  families  will  not  be  able,  therefore, 
to  get  the  insurance  in  time.  And  that's  why  I want  to  ask  you,  can 
you  make  a suggestion  to  us  about  what  we  might  do  in  terms  of  being 
sure  that  we're  going  to  get  coverage  at  some  future  date,  which  might 
be  a Government  responsibility? 

LUKENS:  I would  say,  the  current  environment  is  offering  the 

purchase  of  insurance  without  any  discrimination  and  I would  recom- 
mend anyone  buy  it,  and  buy  a large  amount,  which  perhaps  would  be 
in  the  area  of  term  insurance, due  to  its  low  cost.  Particularly,  I 
recommend  purchase  at  a young  age  where  the  rates  are  at  such  a level 
as  makes  it  economical.  Then,  at  a later  date  the  policy  can 
be  converted  to  your  typical  whole-life  policy^ where  it  does  become 
an  investment  to  the  household  and  turns  into  a forced  savings  con- 
tract. All  I can  say  is,  we  should  take  advantage  of  the  favorable 
atmosphere  today,  and  I am  pessimistic  about  the  future. 
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SCHACHT:  I have  one  question.  Where  do  they  get  this  informa- 

tion about  types  of  insurance,  et  cetera,  that  you  have  just  listed, 
because  one  of  the  biggest  problems  for  these  people  is  to  find  an 
insurance  agent  who  has  any  understanding  or  concept  of  what  their 
problem  is  and  is  willing  to  be  that  objective  in  directing  them. 

LUKENS:  I think,  primarily,  it  should  be  in  some  outline.  In- 

surance protection  should  be  in  something  of  your  mailing  informa- 
tion, or  whatever  packet  you  put  together,  important  information  for 
the  families  of  Huntington's  disease,  and  an  outline  be  made  there. 
Then,  I think,  in  their  own  locale,  secure  an  agent  which  will  give 
them  the  kind  of  time  they  deserve. 

GUTHRIE:  I have  to  point  out,  you  know,  that  Huntington's  is 

only  one  of  2,500  known  genetic  disorders,  and  that  the  insurance 
people,  perhaps,  ought  to  get  together  and  try  to  help  us  work  out 
something  that  will  be  far-reaching  and  more  important  to  the  future 
of  these  people,  because  it  isn't  just  Huntington's  disease.  It  has 
to  do  with  some  kind  of  regulations  that  will  help  all  these  families. 

SCHACHT:  In  my  experience  with  working  with  several  insurance 

companies,  they  are  only  concerned  with  the  person  who  has  the  disease. 
The  genetic  nature  of  the  disease  does  not  enter  into  their  consider- 
ations at  this  time.  And  that's  with  two  major  national  companies. 

One  other  question.  I had  a call  yesterday,  just  before  I left 
my  office,  from  an  at-risk  individual  who  was  having  difficulty  get- 
ting her  private  insurance  company  to  pay  for  a tubal  ligation.  She 
is  at  risk  and  has  decided  to  opt  for  this  course,  and  they  are  re- 
fusing on  her  medical  insurance  to  pay  for  it.  When  will  that  change? 

LUKENS:  I don't  know.  The  insurance  industry  is  saying  that 

...the  theory  of  insurance  is  that  something  happens  fortuitously 
without  prior  knowledge.  And  a voluntary  action,  such  as  this,  or 
cosmetic  surgery,  those  kind  of  things  which  are  at  the  decision  of 
the  person,  rather  than  falling  into  the  confines  of  the  definition 
of  insurance,  they  are  denying  coverage.  And,  right  now,  we  are  going 
through  that  on  disability  benefits  due  to  pregnancy  and  it  appears 
that  the  laws  are  being  changed  to  provide  those  benefits. 

So,  I think  we  are  seeing  a much  more  consumer-oriented  atmosphere 
becoming  developed  due  to  the  courts,  not  due  to  the  insurance  com- 
panies. They  certainly  don't  want  to  pay  if  they  can  find  other  ways. 

R.  ANDERSON:  You've  got  to  pay  for  it  anyway.  Somebody  has  got 

to  pay  for  it.  It  will  come  out  of  your  premiums,  that's  all. 

LUKENS:  That's  right. 
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SCHACHT:  We  will  get  it  paid  for,  but  there's  a medical  deci- 

sion involved. 

Thank  you,  sir. 

Mr.  Marvin  Ewert. 


TESTIMONY  OF 
MARVIN  EWERT 

HEALTH  CARE  ADMINISTRATOR 
NEWTON,  KANSAS 

EWERT:  I'm  Marvin  Ewert.  I live  at  305  Southeast  11th  in 

Newton,  Kansas.  I am  married  to  a victim  of  Huntington's  disease 
and  I propose  here  today  to  tell  you  a little  bit  about  my  personal 
experience  with  Huntington's  disease,  with  the  hope  that  this  micro- 
cosm will  suggest  some  things  to  the  Commission  in  terms  of  what  can 
be  done  generally. 

My  wife  and  I have  two  sons,  ages  18  and  21.  Her  mother  had 
Huntington's  disease  before  her.  She  suffered  with  this  for  about 
20  years  before  it  was  diagnosed,  and  during  that  period  of  time  she 
underwent  various  medical  and  surgical  treatments  and  also  psychi- 
atric treatment  in  an  attempt  to  deal  with  her  problems,  until  finally 
it  was  diagnosed  that  she  had  Huntington's  disease. 

I feel  that  I,  my  family,  and  the  rest  of  the  people  in  the 
family  are  fortunate  in  knowing  that  we  have  Huntington's  disease  in 
the  family,  if  we  indeed  do.  It's  over  against  the  previous  gener- 
ation that  did  not  know  what  they  were  dealing  with  when  they  saw  the 
symptoms  of  Huntington's  disease. 

As  I contemplate  the  future  for  my  sons,  I am  concerned  of  how 
they  will  deal  with  the  problem  of  being  at  risk  for  Huntington's 
disease.  And  I think  this  suggests  some  things  that  probably  ought 
to  be  done  to  be  of  assistance  to  them. 

I think  that  no  one  would  argue  that  probably  the  most  signifi- 
cant thing  that  could  be  done  to  be  of  assistance  in  this  whole  field 
of  dealing  with  Huntington's  disease  would  be  more  knowledge,  the 
kind  that  comes  from  basic  research  that  would  finally  unlock  the 
secrets  of  what  causes  Huntington's  disease,  which  then  could  either 
lead  to  a cure  or  a way  of  living  with  it;  or  it  could  provide  the 
kind  of  knowledge  which  could  finally  lead  to  its  eradication,  per- 
haps, through  genetic  counseling, 

I made  reference  to  the  sons.  I would  like  very  much  for  them 
to  be  able  to  know,  at  this  point,  as  they  contemplate  marriage,  and, 
if  they  get  married,  as  they  contemplate  having  children,  whether  or 
not  they  are  at  risk,  or  whether  or  not  they  do  carry  the  gene  that 
they  could  pass  on  to  offspring.  It  seems  to  me  that  if  they  could 
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have  this  knowledge,  then  it  could  somehow  guide  them  whether  or  not 
they  are  going  to  have  children  and  perhaps  pass  this  thing  on  to 
another  generation;  or  perhaps,  happily,  they  could  be  given  the 
definitive  word  that  they  do  not  have  it  and  that  they  are  free  to 
live  their  lives  as  those  people  who  do  not  have  this  thing  hanging 
over  them. 

I think  we  take  some  courage  from  the  fact  that  a disease  like 
smallpox  is,  perhaps,  now  eradicated  from  the  globe.  I think  we  take 
a look  at  something  like  polio,  which  20  years  ago  carried  much  fear 
for  the  American  people;  through  the  work  of  our  researchers, 
today  polio  is  no  longer  a necessary  disease  in  our  society.  I think 
we  take  some  courage  from  seeing  what  has  happened  with  Parkinsonism. 
And  things  like  this  give  us  hope  that  with  more  research,  basic 
knowledge  can  be  arrived  at  which  can  mean  much  to  people  who  are 
faced  with  Huntington's  disease. 

It  seems  to  me  more  knowledge,  and  even  the  knowledge  we  now 
have--and  we  are  grateful  for  the  knowledge  that  there  is,  in  knowing 
that  people  in  our  family  are  at  risk  and  we  know  what  we're  dealing 
with;  we  know  something  about  it.  But  it  seems  to  me  that  there  is 
also,  still,  a great  need  for  much  more  education.  And  I think  that 
we  need  more  education  at  the  level  of  those  who  we  think  are  educated. 
Health  care  providers,  in  general,  it  is  my  experience,  know  much  too 
little  about  Huntington's  disease;  and  in  this,  I would  include 
physicians.  I think,  perhaps,  too,  health  care  providers  sometimes 
need  to  be  helped  to  deal  with  the  emotional  aspects  of  this  thing  in 
helping  their  patients. 

It  is  my  experience,  as  a health  care  administrator,  that  physi- 
cians are  very  prone  to  turn  their  back  on  that  which  they  cannot  deal 
with.  And  perhaps  they  are  most  uncomfortable  in  that  experience 
which  comes  to  all  of  us  sooner  or  later,  which  is  death.  But  to 
them,  this  represents  defeat,  and  I think  they  need  to  learn  to  deal 
with  this  and  also  need  to  learn  to  deal  with  patients  who  have  ill- 
nesses that  they  cannot  cure. 

I think  that  we  need  a lot  more  education  with  f amilies--that 
they  come  to  understand  better  what  it  is  all  about.  And  sometimes 
I think  there  are  barriers  to  being  open  to  the  facts.  And  then  I 
think,  too,  the  general  public  needs  to  understand  more  about  what 
Huntington's  disease  is. 

In  our  own  case,  I think  I see  people  with  whom  we  associate,  and 
with  whom  we  have  associated,  wanting  to  reach  out  and  be  helpful  in 
some  way.  But  they  don't  really  know  what  the  disease  is,  they  don't 
know  what  the  behavior  means,  they  don't  know  what  is  the  cause  of  the 
behavior,  and  somehow  they  don't  know  how  to  get  a hold  of  trying  to 
be  helpful. 
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It  seems  to  me  we  need  a lot  more  public  education,  even  at  that 
level,  in  addition  to  other  levels,  such  as  in  the  legislatures,  and 
the  society,  generally. 

Until  the  day  that  we  can  do  more  either  to  cure  or  eradicate 
Huntington's  disease,  I think  that  we  have  an  obligation  to  throw 
more  support  around  people  who  have  this  long-term  disabling  illness. 
And  I would  suggest  to  the  Congress  that  such  things  as  heart  disease 
and  stroke  and  cancer,  you  know,  have  lots  of  glamour  and  they  seem 
to  create  a lot  of  political  excitement,  because  there's  a lot  of 
incidence  of  these  illnesses.  Huntington's  disease  is  something 
which  has  been  hidden  and,  at  least,  according  to  my  knowledge,  as  we 
understand  it  now,  it  probably  is  not  all  that  prevalent,  although 
probably  more  prevalent  than  we  even  know  at  this  point.  But  if  you 
measure  human  misery  in  terms  of  the  many  years  of  disability  and  the 
many  lives  that  are  touched,  you  know,  in  a very  negative  way  through 
having  Huntington's  disease  in  a family  or  in  a community,  it  seems  to 
me  that  we  are  dealing  with  a major  health  problem  and  one  which  is 
certainly  worthy  of  the  public's  attention,  and  worthy  of  the  invest- 
ment of  public  dollars  through  Government. 

I think  we  need  to  provide  financial  support.  And  the  programs 
that  are  already  in  existence,  such  as  Medicaid,  Social  Security 
Disability,  et  cetera,  need  to  be  made  available  to  these  people. 

And  I would  like  to  report  that  in  our  experience-  it  has  not  been  a 
happy  experience  with  Social  Security. 

My  wife  was  employed  for  a good  number  of  years  as  a nurse,  and 
then  worked  part  time,  and  then  became  disabled  and  could  no  longer 
work.  And  we  have,  on  two  occasions,  made  application  for  Social 
Security  Disability  benefits  and  have  been  turned  down  on  both  occa- 
sions because  somehow  the  rules  and  regulations  didn't  fit  our  case. 
Nobody  could  say  that  it  was  on  May  10,  1974,  or  May  10,  1970  that 
she  came  down  with  Huntington's  disease,  because  as  we  all  know,  it's 
insidious  in  its  onset.  As  we  have  experienced  it,  at  least,  the 
Social  Security  Disability  regulations  anticipate  something  which 
happens  cataclysmically;  somebody  is  injured  at  work,  or  somebody  has 
a heart  attack,  or  is  injured  in  an  accident  and  can  no  longer  work. 
And  then  you  know  exactly  when  the  onset  was,  and  you  can  date  it,  and 
you  can  begin  to  get  benefits.  And  with  the  financial  burdens  that 
come,  even  to  a family  which  may  have  more  than  an  average  income, 
certainly  the  money  that  could  come  from  Social  Security  Disability, 
it  seems  to  me,  could  be  well  used  and  its  payment  could  be  well 
justified. 

I think  there  is  one  other  area  that  we  need  to  work  at  in  devel- 
oping programs,  and  that  is  to  provide  emotional  support  to  families. 
Families  need  to  do  more  than  talk  to  each  other.  I think  they  lack 
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the  objectivity  that  could  be  helpful  in  dealing  with  their  feelings 
and  with  the  emotional  aspects  of  the  illness.  We  need  to  under- 
stand more  of  what  goes  on  with  the  victims  themselves.  And  I think 
we  need  to  also  then  create  structures  which  will  provide  this  emo- 
tional support,  which,  I think,  with  having  kept  Huntington's  dis- 
ease, as  it  were,  in  the  back  closet  for  so  many  years,  we  have 
really  not  begun  to  address.  And,  hopefully,  as  we  bring  it  more  and 
more  out  into  the  front  room,  and  as  we  give  more  and  more  attention 
to  it,  and  as  we  accept  it  more  and  more  as  something  that  can  really 
happen  to  people,  and  something  that  we  can  really  do  something  about, 
perhaps  we  can  also  develop  not  only  financial  structures  to  give  help, 
but  we  can  also  develop  emotional  structures. 

Now,  I think  there  are  certain  other  services  that  need  to  be 
made  available  to  families;  day  care  centers  have  been  mentioned.  I 
would  think  of  housekeeping  services  that  might  be’  sent  in,  and 
various  other  services,  depending  upon  the  need  of  the  family  and  the 
patient  at  the  particular  time,  where  they  are,  and  in  the  particular 
way  in  which  the  disease  develops  in  a particular  patient. 

SCHACHT:  Thank  you,  sir.  Your  comment  about  heart,  stroke, 

et  cetera,  being  more  glamorous — it's  just  that  the  people  who  are 
giving  the  money  happen  to  be  in  the  category  where  they  are  at  risk, 
or  actually  have  the  disease.  That's  what  makes  it  glamorous  or 
popular . 


SCHACHT:  I was  curious,  are  your  two  sons  interested,  really, 

in  knowing  whether  or  not  they  have  the  gene  for  the  disease?  Have 
they  expressed  that  interest? 

EWERT:  There  has  not  been  a great  deal  of  discussion  about  it. 
The  older  son,  who  is  much  more  reflective  than  the  younger  son,  has 
given  indication  that  he  is  thinking  about  it.  And,  of  course,  I have 
tried  to  be  alert  to  any  indication  that  this  is  a matter  of  his  con- 
cern and  thought  process.  Being  21,  you  can  understand  that  he  is 
very  interested  in  girls  and  very  much  thinking  about  his  career  and 
about  his  life  ahead  of  him.  Our  18-year  old  son  is  now  very  much 
interested  in  graduating  from  high  school. 

WEXLER:  Have  they  had  any  genetic  counseling? 

EWERT:  They  have  not. 

WEXLER:  Is  that  their  choice,  or  it’s  inaccessible  to  them,  or 

they  felt  it  wouldn't  benefit  them? 
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EWERT:  Somehow  it  seems  to  me  that  somehow  this  hasn't  been 

made  as  readily  available  as  it  should  have  been.  Now,  I know  some- 
body will  immediately  counter  and  say,  "Well,  after  all,  it's  there, 
you  know.  Why  don't  you  get  it?" 

WEXLER:  Nobody  is  going  to  counter  that  statement. 

EWERT:  But,  you  know,  being  available  and  being  where  people  can 

have  access  to  it  are  two  different  things;  not  only  in  this,  but,  I 
rhink,  in  health  care  generally. 

SCHACHT:  With  regard  to  genetic  counseling,  I think,  until  they 

are  really  interested,  they  are  simply  not  going  to — if  it  were  next 
door  and  immediately  available,  would  probably  not  take  advantage  of 
it  until  such  time  as  they  were  mentally  and  emotionally  ready  for  it. 

EWERT:  I think  that  I would  want  to  discuss  this  on  the  heading 

of  more  education  for  families. 

WEXLER:  You  said  that  you  are  a health  care  administrator.  Are 

you  involved  in  any  programs  that  might  be  of  relevance  to  HD  patients 
and  families? 

EWERT:  Well,  I am  the  administrator  of  a small  general  hospital 

and  also  of  a small  adult  care  home,  which  is  generally  known  as  a 
nursing  home.  And  my  wife's  mother  was  cared  for,  in  her  last  years, 
in  the  nursing  home  of  which  I am  the  administrator. 

\7EXLER:  Do  you  think  that  there  may  be  some  way  that  we  could 

make  nursing  homes  significantly  more  hospitable  to  HD  patients  or 
available  to  them? 

EWERT:  Yes,  I think  we  can  make  nursing  homes,  in  general,  more 

hospitable,  and  also  to  HD  patients.  And,  again,  I think,  here  is  an 
education  job  that  needs  to  be  done.  But  I think  it's  more  than  a 
general  education  job  of  showing  a film  to  the  nurse  aides ^ I think 
you  need  to  get  some  health  professional  who  has  the  sophistication 
of  a physician  to  understand  not  only  the  disease,  generally,  but  to 
be  able  to  understand  the  specific  particular  patient  and  design  a 
care  program  that  is  tailored  to  that  patient's  needs,  just  as  a 
cardiologist  would  design  a program  of  rehabilitation  for  a heart 
attack  victim.  And  I don't  think  we've  begun  to  approach  that  level 
of  sophistication. 

WEXLER:  Do  you  think  that  sterilization  in  a person  at  risk  for 

Huntington's,  either  a vasectomy  or  a tubal  ligation  is  cosmetic 
surgery? 

LUKENS : No . 
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LUKENS:  I think  this  is  one  area  that  needs  reconsideration, 

by  Government,  by  the  insurance  industry,  by  families  at  risk,  and 
social  agencies.  In  my  experience,  the  postponement  of  decisions 
of  this  kind  based  on  unrealistic  expectations  that  science  is  just 
around  the  corner  from  a cure,  or  that  sort  of  thing,  has  created 
untold  amounts  of  misery  in  people  who,  in  my  experience  over  28 
years,  confidently  went  ahead  and  had  children,  thinking  that  the 
answers  were  going  to  be  forthcoming.  They  have  been  exposed,  both 
themselves  and  now  the  children  and,  in  some  cases,  the  grandchildren, 
as  two  and  three  generations  have  become  affected,  to  the  ongoing 
anxiety  of  "We  have  perpetuated  the  risk. " This  detracts  from  the 
quality  of  life  for  thousands  of  individuals  in  our  society,  whereas 
many  people,  in  my  experience,  who  decided  early  on,  "I  do  not  want 
to  live  with  this  ongoing  anxiety  about  perpetuating  my  mother's 
illness  or  my  father’s  illness,"  and  who  opted  for  sterilization, 
even  though  they  have  now  survived  the  age  of  onset  without  developing 
the  disease,  in  almost  all  instances,  they  are  very  happy  with  the 
decision  and  in  living  free  from  the  anxiety  of,  "If  I get  it,  at 
least  I have  not  perpetuated  it  in  another  generation." 


This  is  something  that  one  doesn't  get  from  looking  only  at  a 
cross-sectional  view  in  talking  to  someone  at  risk  who  is  now  facing 
the  decision.  If  you  could  only  talk  to  these  people  over  a 20-year 
period  and  see  how  the  attitudes  change,  I'm  sure  everyone  would 
agree  this  is  not  cosmetic  surgery;  it  is  in  the  interest  of  the 
insurance  industry  to  pay  for  something  today  in  hope  of  preventing 
human  misery  and  great  expense  tomorrow. 

WEXLER:  Thank  you. 

SCHACHT:  Thank  you,  gentlemen. 

The  next  three  individuals  to  testify  are  Marjorie  Jensen,  Judith 
M.  Reno,  and  Anne  Anderson.  Would  Ms.  Jensen  please  identify  herself 
and  her  affiliation. 

TESTIMONY  OF 
MARJORIE  JENSEN 
ORIENT,  IOWA 

JENSEN:  I am  Marjorie  Jensen  from  Orient,  Iowa,  I woke  up  with 

a Kansas  cold  this  morning,  but  I'll  go  from  there. 

I am  at  risk.  My  mother  had  Huntington's  and  I have  two 
brothers  who  have  it,  so  we  feel  like  we've  had  a little  bit  of  ex- 
perience with  it. 
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First  off,  I want  to  say  that  1 would  like  to  endorse  everything 
that  Mr»  Ewert  expressed  in  his  need  for  research,  knowledge  for  the 
families,  physicians,  and  everything,  because  he  said  a lot  of  the 
things  that  I was  intending  to  say. 

At  the  time  my  mother  had  Huntington’s,  it  was  considered  a hid- 
den disease.  We  would,  more  or  less,  push  it  off  in  the  closet  and 
forget  about  it.  When  I talked  to  our  family  doctor,  in  1950,  about 
it,  he  said,  ’’Don't  worry  about  it;  it's  nothing  that  will  ever  affect 
you."  Well,  we  know  now  that  it  does.  And  my  younger  brother  was 
told  the  same  thing,  "Just  forget  about  it;  it'll  go  away."  But  it 
doesn't. 

First  off,  I would  like  to  show  this  chart  up  here  and  talk  to 
you  a little  bit.  Up  at  the  top,  you  can  see  one  circle  and  one  black 
square.  That  is  my  grandmother;  she  was  one  of  six  children  and  she 
had  three  sisters  and  two  brothers.  Of  them,  two  of  the  girls  had  it, 
two  of  the  boys  had  it.  One  of  the  girls  had  six  sons,  four  of  whom 
had  it.  From  there  on  we  haven't  made  a chart.  This  is  just  my 
grandmother's  chart.  She  has  11  children.  Starting  over  here  with 
the  oldest  one,  she  had  Huntington's- — the  squares  filled  in  with  black 
show  the  ones  who  have  had  Huntington's  at  this  point.  So,  this  would 
start  out  with  one  of  my  aunts,'  she  had  it.  To  this  point,  we  know 
three  of  her  children  have  it.  One  of  them  passed  away  with  it,  one 
of  them  is  in  the  Veterans  Hospital,  and  the  other  one  has  it  and  is 
still  working,  but  how  long,  we  don't  know. 

We'll  go  on  to  the  second  family.  This  particular  aunt  died  with 
cancer  and  her  oldest  son  was  killed  in  a car  accident.  To  our  knowl- 
edge, she  didn't  have  it,  but  she  could  have.  We'll  find  out  as  the 
years  go  along. 

GUTHRIE:  How  old  was  she  at  the  time? 

JENSEN:  I can't  say,  I don't  know.  I think  she  was  in  her 

fifties,  so  we  kind  of  feel  like  she  didn't  have  it,  but,  you  know, 
nothing  definite. 

All  right,  the  third  family  is  our  family,  which  would  be  my 
mother,  my  two  brothers,  who  have  it.  The  oldest  one  has  three 
children;  the  second  one  has  five  children.  Last  July,  since  his 
wife  needed  to  work--he  was  unable  to  work — and  he  sat  at  home  all 
day  doing  nothing,  he  got  very  depressed.  So  in  July  we  had  him 
admitted  to  the  Veterans  Hospital,  where  he  has  got  excellent  care, 
because  he  was  eligible  for  it;  but  not  all  of  them  are.  He's  made 
fine  progress  there  but  he  gets  home  on  weekends.  If  there  were  day 
care  centers  he  wouldn't  need  to  be  in  a Veterans  Hospital.  He  goes 
there;  he's  very  interested  in  woodworking,  anything  to  keep  him  busy. 
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They  kei-p  hi.rr.  occupied  and  he  has  made  progress  as  far  as  his  alert- 
ness and  this  type  of  thing  since  he's  been  there,  because  he's  in- 
volved in  something.  He's  kept  busy.  He's  not  sitting  at  home  look- 
ma  at  four  walls. 

The  next  one  on  the  chart  was  an  uncle  who  never  married.  The 
next  one  was  an  aunt  who  has  two  children  and,  as  yet,  neither  one 
of  them  has  been  diagnosed  but,  as  you  can  see,  as  we  go  down  this  way 
we're  getting  into  a younger  group  of  people.  The  next  one  is  an  aunt 
who  never  married.  I'll  go  on  over  to  this  one  right  here.  This  was 
an  aunt  who  had  it.  Her  oldest  son  was  killed  in  a car  accident,  so 
we  don't  know  whether  he  had  it  or  whether  he  didn't  have  it.  Her 
daughter  has  it  and  she  has  three  children,  one  of  whom  was  adopted 
and  the  other  two  are  her  own.  The  boys  in  the  family,  we  aren't  sure 
yet;  nothing  has  been  diagnosed  in  any  of  them  but  they're  younger  too. 
The  next  family  does  not  have  it.  Going  on,  the  next  two  were  twins. 
T’u-re,  again,  one  of  them  died  with  cancer.  We  don't  think  that  he  had 
it,  because  he  was  in  his  sixties  when  he  died.  But  his  only  son-- 
we  were  told  that  he  went  to  a doctor  and  was  told  that  he  had 
Huntington's  and  he  went  home  and  committed  suicide  because  he  wasn't 
going  to  live  with  what  he  had  seen  all  of  his  aunts  and  uncles,  and 
so  on.  But  his  father,  I don't  think,  had  it.  So,  you  know,  a 
knowledgeable  diagnosis  would  have  probably  saved  him.  The  other 
twin  does  not  have  it.  The  youngest  one,  over  there,  did  have  it. 

He  has  three  children  which  would  be  younger,  you  know. 

And  so,  out  of  all  of  this,  from  my  grandmother,  there  are  108 
great-grandchildren  of  hers.  Now,  this  does  not  show  the  great-great- 
grandchildren,  which  there  would  be  16  in  our  family  right  here.  So, 
as  you  can  see,  just  one  family  has  exploded,  you  might  say.  And  we 
need  to  have  research  and  know  whether  they  are  at  risk  or  not  at  risk, 
and  so  on. 

People  think  that  one  or  two  people  have  it  in  the  state.  One 
lady  in  Des  Moines  went  to  the  doctor  and  she  was  told  she  was  the  only 
one  in  Des  Moines  that  had  it.  Well,  my  brother  lives  there,  along 
with  a lot  of  other  people.  So  we  do  need  some  research  as  far  as 
educating  the  doctors  and  us  all.  Now,  I would  say  that,  probably,  a 
correct  diagnosis  would  be  very,  very  important;  and  then,  of  course, 
you  have  the  acceptance  of  it  by  the  patient,  by  his  family.  They 
have  emotional  needs,  they  have  financial  needs.  Day  care  centers 
would  result  in  a routine  that  they  could  fall  into  that  they  would  get 
the  care  they  needed.  It  would  give  the  family  a little  break  so  that 
they  could  go  ahead,  maybe,  and  hold  a job, because  it's  very  difficult 
for  somebody  who  has  worked  all  day  at  the  job  to  go  home  exhausted 
and  still  have  patience  with  someone  who  needs  a lot  of  tender  loving 
care,  and  this  is  what  they  need. 

SCHACHT;  Thank  you.  Questions? 
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GUTHRIE;  Can  I ask  a question?  I know  you  don't  know  the  answer 
but  I'm  going  to  ask  it  just  for  your  thinking.  If  there  had  been  a 
test  available  for  the  members  of  that  generation  that  did  have  the 
Huntington's — if  there  had  been  a pre-detection  test  and  they  knew  in 
advance  they  were  going  to  have  the  disease  at  some  point  in  their 
life,  do  you  think  they  would  have  had  all  the  children  that  they  had? 

JENSEN:  I really  don't  think  so.  I mean,  this  is  just  a guess, 

but  I really  don't  think  so. 

WEXLER:  I was  just  talking  to  some  people  in  the  Veterans  Admin- 

istration yesterday  about,  perhaps,  some  kinds  of  special  centers  for 
Huntington's  patients  and  I was  interested  when  you  said  he  got  ex- 
cellent care  in  the  VA.  I wonder  if  you  could  tell  me  what  made  it  so 
good  and  what  kind  of  care  he  got? 

JENSEN:  He's  at  the  Veterans  Hospital  in  Knoxville,  Iowa,  and 

they  have  two  wards  of  Huntington's  patients  there,  which  means  there 
are  25  in  each  ward  with  50  patients.  This  really  surprised  me  the 
day  we  took  him  down  there  because  I expected,  you  know,  two  or  three 
people  to  have  it.  And  when  he  said,  "We  have  50  people  here  with  it"- 
and  one  of  them  happens  to  be  a cousin  from  this  first  family  up  here, 
too, that  is  there.  They're  in  separate  wards.  To  begin  with,  they 
had  them  in  the  same  ward,  but  because  this  one  is  more  depressive 
they  put  them  in  separate  wards  so  that  he  wouldn't  influence  my 
brother.  Any  time  we  have  gone  down  there  we  have  just  gotten  an 
excellent  reception  from  the  whole  staff. 

I went  to  an  HD  meeting  in  Des  Moines — all  of  us  did — and  the 
first  person  we  ran  into  was  one  of  his  nurses  from  the  Veterans 
Hospital,  who  was  there  strictly  because  she  wanted  to  be  there,  she 
wanted  to  get  more  knowledge.  And  I feel  like  if  they  have  nurses 
and  doctor... the  chaplain  down  there,  I can't  think  of  his  name  right 
now. 


GUTHRIE:  Sugg? 

JENSEN:  Yes,  Sugg.  If  they  are  that  interested  in  caring 

for  him,  they  get  excellent  care.  And  they,  right  off,  got  him 
interested  in  doing  woodworking.  He  has  made  a beautiful  gun  rack 
for  his  son  for  Christmas.  He's  working  on  a cedar  chest  for  his 
daughter  right  now.  And  as  long  as  he's  doing  things  like  this,  he's 
progressing  in  the  right  direction;  and  so,  I can't  say  enough  for 
the  Veterans  Administration.  But  we  need  something  for  the  ones  who 
are  not  eligible  for  this. 

WEXLER:  Does  he  have  anything  like  speech  therapy  or  anything 

else? 
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JENSFN:  Right.  They  have  speech  therapy  there.  They  have  a 
physical  education  program  that  they  go  to,  I think,  every  day  and 
It's  ] us t amazing . 


('.utmRIE:  I just  wanted  to  ask  one  question.  Your  brother  in 

that  hospital  is  also  in  a ward,  however,  I believe,  with  other 
patients  with  other  similar  problems.  And  I think  that  that  also 
has  a positive  effect  on  him.  He's  not  just  with  all  HD  patients, 
isn't  that  so? 

JENSEN:  Right. 

SCHACHT:  Thank  you.  Judith  Reno? 

TESTIMONY  OF 
JUDITH  M.  RENO,  R.N. 

ASSISTANT  DIRECTOR 
PERSONAL  HEALTH  SERVICES 
V7ICHITA- SEDGWICK  COUNTY  DEPARTMENT 
OF  COMMUNITY  HEALTH 

RENO:  I'm  Judith  Reno.  I am  a registered  nurse  and  Assistant 

Director  of  the  Personal  Health  Services  Division  of  the  Wichita- 
Sedgwick  County  Department  of  Community  Health.  And  I particularly 
want  to  speak  to  an  alternative  for  care  for  persons  with  Huntington's 
disease . 

Home  health  care  most  definitely  is  an  alternative  of  care  for 
persons  with  chronic  conditions, and  Huntington's  disease  is  no  excep- 
tion. Home  health  care  provides  the  individual  the  opportunity  to 
remain  in  an  environment  much  more  conducive  to  response  to  therapy. 
What  I have  to  say  about  home  health  care,  I felt,  might  be  duplicated 
many  times  across  the  nation,  but  I suddenly  got  this  terrible  fear 
that  maybe  everyone  else  was  relying  on  everyone  else  and  no  one  would 
say  it.  So  I felt  it  needed  to  be  said. 

Many  years  ago,  care  of  the  chronically  ill  rested  with  the  family 
in  the  home  environment.  Granted,  reasons  for  this  may  have  been  the 
fear  of  going  to  an  institution  or  hospital  because  you  went  there  to 
die.  But  the  pendulum  has  swung.  Efficiency  and  better  care  became 
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the  rule  in  institutions,  and  at  a certain  point  in  time,  institu- 
tionalization became  the  alternative  for  care.  As  this  nation's 
social  structure  changed,  so  did  the  use  of  institutionalization. 

*It  is  now  the  rule,  and  not  the  exception.  Institutionalization 
still  remains  appropriate  at  a certain  point  in  time,  without  doubt. 
But  it  is  my  belief,  as  many  others,  that  it  is  overutilized.  Not 
only  the  change  in  the  family's  role  has  caused  this,  but  funding  has 
had  a definite  impact.  Funds  are  now  being  directed  toward  institu- 
tional care  and,  as  we  are  all  aware  of  current  news  releases,  how 
costly  this  has  become. 

The  proper  use  of  home  'health  care  to  support  the  family 
structure  is  not  only  cost-saving,  but  what  I call  "people-saving t '' 
"People  saving"  in  that  it  allows  a person  a self-image,  an  identity 
to  function  at  his  or  her  maximum  level.  Cost  figures  of  home  health 
care  versus  institutionalization  have  shown  the  financial  benefits, 
which  I can  demonstrate  locally,  for  sure. 

For  instance,  in  Wichita-Sedgwick  County,  it  costs  our  agency 
approximately  $18  a day  for  a nursing  visit  versus  a $100  plus,  a day 
if  you  had  hospitalized  that  patient.  A means  has  not  been  developed, 
to  my  knowledge,  yet  to  measure  the  "people-savings"  part  of  it,  which 
makes  it  difficult,  except  to  be  able  to  talk  with  those  persons  who 
are  institutionalized  and  now  are  in  their  own  home  environment  func- 
tioning at  their  maximum  potential. 

Financial  support  must  be  provided  to  home  health  care  through 
third-party  payors  be  it  private  or  public.  Home  health  care  stands 
ready  to  support  victims  of  Huntington's  disease,  but  will  remain 
limited  in  the  services  it  provides  until  there  is  an  adequate  funding 
base.  Services  now  available — at  least  through  our  local  agency — 
include  nursing,  homemaker/home  health  aide  type  of  activities,  speech 
therapists,  physical  therapists;  and  in  addition  to  that,  the  support 
of  the  other  Community  Health  Department  services  which  include  educa- 
tional, social,  environmental,  et  cetera.  We,'  as  an  agency, 
would  be  very  pleased  to  be  a part  of  the  health  care  system  that 
delivers  services  to  persons  with  Huntington's  disease. 

As  an  addendum,  I would  like  to  encourage  you  to  look  at  your 
local  health  departments  for  other  health  services  available  to 
persons  with  Huntington's  disease.  And  what  comes  to  my  mind  in 
regard  to  our  local  agency  is  our  family  planning  program,  which  is 
funded  under  Title  X,  which  provides  alternative  methods  of  family 
planning  to  females,  as  well  as  vasectomy  services;  and  this  is 
based  on  the  ability  to  pay,  with  no  one  refused  service  if  they  are 
not  able  to  pay.  And,  certainly,  I'm  sure,  that  must  be  available  in 
other  agencies  funded  by  Title  X,  whether  it  be  local  health  depart- 
ments or  Planned  Parenthoods  or  other  private  agencies. 
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I believe  that  local  health  departments  can  offer  much  of  what 
I was  hearing  in  the  meeting,  in  the  way  of  emotional  support  to  the 
family  and  the  patient,  nursing  visits  to  the  home,  and  the  community 
health  nursing  supportive  care  that  I believe  we  are  well  prepared  to 
provide,  and  would  be  willing,  and  want  to  do. 

Thank  you. 

GUTHRIE:  If  I may,  I liked  your  phrase  "adequate  funding  base,'' 

May  I ask  you,  where  do  you  get  your  funding  at  this  time? 

RENO:  Okay.  Locally,  we  are  supported  by  our  City/County 

Commission  as  a City/County  government.  But  most  and  much  of  our 
home  health  care  activities  are  funded  through  payment  for  Medicare 
and  Medicaid. 

GUTHRIE:  Are  you  aware,  then,  that  there  are  some  people  who 

have  either  too  much  money  to  get  your  services,  and  those  who  are  in 
that  middle  bracket  who  wouldn't  come  under  Medicaid. 

RENO:  Okay.  Well,  the  unique  situation  in  Wichita  is  that,  just 

as  our  family  planning  program,  so  is  our  home  health  care  program; 
no  one  is  refused  service  due  to  their  inability  to  pay.  And  even  if 
their  income  level  were  high,  the  circumstances  of  the  cost  of  the 
illness  and  all — and  if  they  said  to  us,  "We  can  pay  nothing  for  your 
services,"  being  a Government-based  agency,  that  allows  us  the  oppor- 
tunity to  provide  that  service  at  no  charge  to  them. 

SCHACHT:  Do  you  have  a sliding  scale? 

RENO:  Yes,  we  do,  based  on  income  and  number  of  persons  in  the 

family . 

GUTHRIE:  How  can  we  increase  your  adequate  basis,  because  I like 

what  you're  saying? 

RENO:  Well,  of  course,  I have  a real  thing  about  local  govern- 

ment support  which  I am  constantly  at.  But  I think  we  need  to  take  a 
look  at  those  other  third-party  payers — private  insurance  and  our 
governmental.  Medicare  and  Medicaid  types  of  coverages  for  the  kinds 
of  things  that  victims  of  Huntington's  disease  need;  not  necessarily 
would  they  always  need  a skilled  nursing  care.  But  what  I'm  hearing 
is  a great  need  for  homemaking/home  health  aide  types  of  care. 

Well,  I feel  that  Medicare  and  Medicaid  have  some  real  restric- 
tions on  how  we  may  provide  and  be  reimbursed  for  those  types  of 
services  and  could  see  an  encouragement  of  expanding  that  area  of 
home  health  care — the  homemaking  and  home  health  aide  types  of 
activities . 


6-303 


Wichita,  Kansas 


May  10,  1977 


SCHACHT;  A very  recent  experience  I had  was  that  Crippled 
Children's  Services  was  being  billed  by  the  hospital  for  total  care 
because  it  was  easier  to  get  the  money  out  of  them  than  it  was  out 
of  other  third-party  reimbursers.  They  have  finally  made  the  state- 
ment that,  "We  will  pay  only  when  there  is  no  other  third-party 
reimbursement."  And  there  has  been  a tremendous  savings  for  Crip- 
pled Children's  Services.  So,  I think,  very  often  the  agency  will 
go  after  the  easiest  source  of  reimbursement  and  overlook  others 
where  it  takes  a little  more  effort.  That's  something  that  could 
be  looked  into. 

GUTHRIE:  Do  you  have  adequate  funding  right  now? 

RENO:  In  this  agency,  no.  Our  ratio  of  nursing  and  homemaker 

and  health  aide  services  to  our  population  just  in  Wichita-Sedgwick 
County  is  less  than  adequate.  We  are  not  refusing  referrals  at  this 
point  in  time  because  I do  not  believe  that  the  health  care  profes- 
sionals are  aware  of  how  to  utilize  home  health  care.  They  seem  to 
feel  that  as  soon  as  they've  dismissed  them  and  sent  them  through 
the  front  doors  of  the  institution,  they're  no  longer  responsible 
for  planning  their  care  in  the  home.  So  that,  we  are  not,  you  know, 
overburdened  with  referrals  on  home  health  care.  And  that's  some- 
thing that  we,  as  an  agency,  are  working  on,  to  make  them  aware  and 
to  encourage  that  type  of  referral.  But  it  is  estimated  that  three 
percent  of  your  dismissals  from  a hospital  are  in  need  of  home  health 
care.  In  Wichita-Sedgwick  County,  in  1975,  that  was  something  like 
2,400  people  and  we  serviced  something  like  500  or  600  people  that 
year.  So,  that  shows  you  how  underutilized  home  health  care  is. 

GUTHRIE:  Do  you  think  local  people — just  because  I'm  hearing 

this — can  be  of  any  help  to  you  to  get  better  funding? 

RENO:  Well,  I believe  so. 

GUTHRIE:  You  do  believe  so? 

RENO:  And  we  are  working... as  I said,  we  have  a City/County 

Commission  who  , I hope,  has  an  ear  to  their  health  department  and 
will  listen  to  what  we're  saying  we're  needing.  And  I believe  that 
we  have  a better  image  now  in  our  local  medical  community  which  will 
encourage  and  increase  in  the  referrals  for  home  health  care.  Time 
will  tell. 

WEXLER:  Do  you  have  any  restrictions  on  the  numbers  of  visits 

that  a family  can  have? 

RENO:  If  we  relate  it  to  reimbursement.  Medicare  and  Medicaid 

places  limitations  but,  again,  the  flexibility  we  have  as  a govern- 
ment funded  agency  allows  us  to  make  those  other  visits  that  they 
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wouldn't  reimburse  us  for  anyway.  So,  we  will  make  the  number  of 
visits  that  we  feel  are  required  and  needed  for  that  particular 
patient  and  get  reimbursed  for  those  that  we’ll  get  reimbursed  for 
and  recognizing  that  we  won't  for  the  others. 

WEXLER:  So  that,  conceivably,  you  could  continue  to  visit  a 

family  regularly  for  3,  5,  10  years? 

RENO:  And  we  have  done  that. 

WEXLER:  I'm  sure  that  you  answered  this,  but  let  me  just  ask 

it  again.  If  a family  has  a lot  of  money — if  the  problem  isn't 
indigency--if  they  are  over  the  income  requirements  to  be  eligible 
for  Medicaid,  can  you  still  service  that  family? 


RENO:  We  certainly  can,  based  on  their  ability  to  pay.  And 

we'll  sit  down  and  talk  about  it.  And  .many  times  they'll  say  to  us, 
"Well,  we  can  afford  $5  a visit" — that's  fine,  even  though  our  charge 
is  $18.  My  experience  when  I was  in  the  field,  as  well  as  now,  is 
that  persons,  I feel,  have  a need  to  be  able  to  pay.  Again,  it  goes 
back  to  that  self-image  sort  of  thing;  and  if  that  includes  25<:  a 
visit,  that's  fine  with  us.  You  know,  I think  they  should  be  partici- 
pating in  that.  But  if  that  25C  makes  a difference — and  I can't  say 
between  that  and  a loaf  of  bread  anymore,  because  a loaf  of  bread  is 
more  than  25<:--then  we  wouldn't  be  taking  the  25t. 


SCHACHT:  I might  say  that  you  certainly  have  an  extremely  pro- 

gressive agency  which  should  be  commended  on  its  efforts  in  providing 
services . 

RENO:  Thank  you. 

SCHACHT:  Thank  you.  Mrs.  Anne  Anderson? 

TESTIINJONY  OF 
ANNE  ANDERSON 

PRESIDENT,  EASTERN  MISSOURI  CCHD 
ST.  LOUIS,  MISSOURI 

ANDERSON:  My  name  is  Anne  Anderson.  I am  President  of  the 

Eastern  Missouri  Chapter  of  the  Committee  to  Combat  Huntington's 
Disease,  which  is  the  St.  Louis  Chapter,  and  I am  at  risk  for  Hunting- 
ton's  disease.  I'd  like  to  speak  to  the  role  of  the  health  volunteer 
organization,  specifically,  in  the  local  situation. 
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The  role  of  this  organization  in  HD  is  unique  because  HD  is 
unique,  I believe  that  there  is  no  other  disease  where  the  conse- 
quences are  so  dire/  so  far-reaching/  and  so  ongoing.  And  the  local 
organization  addresses  these  needs  and  consequences  first-hand/  on  a 
person-to-person  basis.  Because  of  thiS/  the  organization  must  meet 
some  very  diverse  situations;  not  only  is  the  patient  served/  but 
also  the  spouse/  the  children/  the  brothers  and  sisters / and  the 
in-laws / as  well.  And  the  matching  of  the  needs  and  available  local 
services  is  a responsibility  of  the  local  health  organization. 

You're  sort  of  a traffic  cop.  We  cannot  provide  these  services/  but 
we  try  to  direct  people  where  they  can  find  these.  I’d  like  to 
outline  some  of  these  needs. 

For  at-risk  children  and  young  adults — and  I think  these  needs 
are  often  understated — the  health  volunteer  organization  ought  to 
be  able  to  help  in  providing  at-risk  counseling/  genetic  counseling/ 
psychiatric  care — if  it's  needed — access  to  up-to-date  research 
information  so  as  to  offer  some  hope  for  these  youngsters/  and/  per- 
haps one  of  the  most  important  things/  counseling  toward  peer  ac- 
ceptance/ because  when  one  has  a parent  who  is  different/  it's  some- 
times a tough  world  to  live  in  among  your  peers. 

And/  of  course/  the  spouse  is  under  unbelievable  pressures.  And 
help  here/  in  addition  to  some  of  the  things  listed  above/  can  include 
marriage  counselling/  insurance/  legal/  tax  assistance/  help  with 
family  financial  planning/  information  on  Social  Security/  and  VA  bene 
fits  that  are  available.  Perhaps  something  that  could  be  offered 
would  be  a time  of  relief/  a vacation  period/  maybe  a day  or  two  when 
they  could  get  away  from  the  day-to-day  demanding  pressures  that  are 
involved . 

I think  something  that's  seldom  considered  are  the  concerns  of 
the  in-laws.  These  people  must  have  information  on  counselling/  be- 
cause you  can  just  imagine  thinking/  "My  God,  what  has  my  child  gotten 
into?" — you  know.  So  that/  not  only  can  they  know  what  the  problem 
is,  but  so  that  they  can  offer  support  and  understanding  to  reinforce 
their  child  who  has  these  problems. 

And  the  patient  is  of  great  concern.  The  needs  here  are  really 
positive  diagnosis/  care  for  related  and  non-related  medical  problems/ 
in-home  care/  which  we've  mentioned  before/  housekeeping/  child  care, 
meal  preparation/  transportation/  provision  for  patient  aids — hospital 
bedS/  and  when  the  time  is  suitalDle/  information  on  affordable  away- 
from-home  care. 

Additionally/  I believe  that  the  local  health  volunteer 
organization  has  the  responsibility  to  educate  the  various  publics; 
and  this  is  what  Mr.  Ewert  was  talking  about  before/  and  he  took  my 
speech  right  away  from  me.  But  there  are  various  publics  who  need  to 
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bo  oducatcd --  the  general  public,  so  that  when  they  hear  HD  it’s  as 
familiar  to  them  as  MS  or  MD;  maybe  they  don’t  know,  really,  what 
it's  all  about  but  they  know  it’s  nasty.  And,  I think,  perhaps,  that 
if  they  have  some  knowledge  of  the  symptoms  it  could  make  the  general 
public  more  tolerant  of  the  HD  patient  when  he  meets  that  patient  out 
of  the  home.  The  HD  public  needs  to  be  educated.  And,  here,  I think 
by  offering  home,  especially  through  information  on  research,  and  by, 
perhaps,  public  awareness  and  acceptance  of  the  disease  can  be  a 
really  supportive  thing  to  HD  families.  From  this,  perhaps,  many 
patients  and  families  would  admit  to  the  disease  because  it’s  common 
knowledge  that  many  people  won't.  We  have  that  situation  in  my  own 
family.  And  finding  the  families  is  the  main  objective  of  the  local 
organization . 

To  reinforce  what's  been  said  before,  the  medical  public  needs 
to  be,  if  not  educated,  at  least  they  need  a brush-up  course.  Many 
times  young  people  in  medical  school  hear  about  it,  but  they're  never 
e.xposed  to  a patient.  Your  neurologist  will  recognize  Huntington's 
disease,  but  many  practitioners,  internists,  psychiatrists,  many  of 
them  do  not.  I think  we  need,  really,  to  have  a real  program  of  edu- 
cation for  these  peoples,  including  the  nurses  and  all  kinds  of  the 
medical  public. 

In  addition  to  that,  the  sociological  public  health  folks--and 
that's  the  only  kind  of  term  I can  think  of — need  to  know  the  conse- 
quences, the  ramifications,  and  the  complications.  And  so  does  the 
religious  community  so  that  all  of  them  can  help  to  work  with  and 
minister  to  HD  families. 

Now,  if  the  local  health  volunteer  organization  educates  well, 
then,  reaching  HD  patients  and  families  becomes  easier.  And  so  does 
recruiting  much  needed  volunteer  help  become  easier;  and  so  does 
fundraising  become  easier.  And  all  of  these  things  are  necessary 
and  important  functions  of  the  local  organization. 

In  the  HD  family,  needs  are  almost  always  greater  than  resources 
HD  is  often  called  "the  poor  person's  disease,"  and  rightly  so,  be- 
cause the  early  loss  of  earning  power  and  the  heavy  financial  patient 
care  costs  really  drain  family  resources.  And  yet,  it's  the  responsi 
bility  of  this  organization  to  provide  a vehicle  by  which  those  af- 
flicted can  contribute  in  whatever  modest  way  to  the  goals  and  pro- 
grams of  the  organization.  Realistically,  though,  the  organization 
must  also  find  volunteer  help  from  outside  the  families  in  order  to 
meet  the  needs  of  the  HD  community.  It’s  only  through  the  help  of 
those  who  do  not  have  the  disease  that  the  needs  of  the  HD  families 
can  be  met. 

Thank  you. 
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SCHACHT:  I would  just  like  to  comment  that  in  the  three  public 

hearings  that  I have  attended  and  in  all  of  the  Commission  sessions, 
it's  the  first  time  that  I have  heard  the  voluntary  health  agency 
role  identified  as  one  of  advocacy.  Individual  advocacy  is  a very 
big  thing  under  developmental  disabilities  now.  Each  state  is  re- 
quired to  have  a statewide  advocacy  plan.  I have  felt  for  years  that 
this  is  the  role  of  the  voluntary  agency  and  I have  yet  to  find  one 
who  really  looks  at  it,  and  may  I congratulate  you  on  your  outlook. 

ANDERSON:  Thank  you. 

GUTHRIE:  I have  two  questions,  Anne.  I liked  your  expression, 

"traffic  cop.''  I want  to  ask  you,  thinking  ahead,  if  this  Commission 
did  recommend  resources  for  all  the  different  city,  state,  and  Federal 
agencies  that  are  going  to  be  helpful,  is  there  still  a role  for  the 
voluntary  agency?  And  if  there  is,  what  would  you  think  that  role 
would  be? 

ANDERSON:  I do  believe  there  is  definitely  a role.  Part  of  the 

role  is,  again,  locating  the  families,  the  HD  patient,  the  at-risk 
people,  and,  again,  traffic-cop  --directing  them  where  to  go  for  this 
help.  We  are  locally  in  the  process  of  attempting  to  put  together — 
we  don't  really  do  as  good  a job  at  this  as  it  might  sound. 

SCHACHT:  But  you  even  think  of  it  is  a marvelous  idea. 

ANDERSON:  We're  attempting  to  put  together  a program  whereby, 

through  an  existing  agency,  we  can  refer  our  people  to  them  and  they 
can  show  them  where  to  go.  Hopefully,  maybe,  we'll  get  Title  XX 
monies,  or  something  like  that.  But,  yes,  I do  believe  there  will 
continue  to  be  such  a role. 

GUTHRIE:  Well,  if  there  is  that  role,  do  you  think  this  Commis- 

sion should  recommend  some  kind  of  financial  resources  for  you  to 
conduct  that  role? 

ANDERSON:  I think  that  would  be  very  helpful.  I also  feel  that 

it's  very  necessary  for  the  HD  families,  in  whatever  modest  way  they 
can,  to  make  a contribution.  I also  feel — I'm  a free  enterprise 
person--!  believe  that  this  is  one  of  the  things  that  people  do  for 
people.  And  one  of  our  programs  right  now  is  of  outreach  to  non-HD 
families  to  involve  them  and  bring  them  into  our  organization. 
Eventually,  I would  feel,  and  I would  hope,  that  our  organization 
could  be  turned  over  to  a group  of  interested  people  who  would  help 
us  with  our  long-range  planning  and  that  sort  of  thing.  And  then,  at 
that  point,  it  becomes  a community  effort  and  you  are  not  just  segre- 
gating your  people  into  one  little  closet. 
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'.;UTHFIi::  I couldn't  agree  with  you  more,  but  I’m  just  trying 
to  i igurc  out,  because  of  knowing  the  problems  that  we  face,  how 
can  we  get  some  funding  to  help  us  do  that  job  better.  And  I don't 
know  what  recommendations  you  might  want  to  make. 

ANDERSON:  It's  a very  difficult  situation.  I know  as  we  ap- 

proach various  business  people  in  our  St.  Louis  area — okay,  this 
gentleman  is  already  involved  with — you  know,  all  of  the  top  business 
people,  corporate  people  are  already  involved  with  various  things 
and  here  we  come,  as  one  gentleman  described  it,  with  the  best  kept 
secret  in  town.  So,  it  is  difficult,  but  it  is  not  insurmountable. 

We  are  starting  on  a level;  we  have  some  other  leads  out;  we're  hoping 
to  put  together  a good  fundraising  effort. 

GUTHRIE:  But  you're  still  asking  for  money,  then,  only  from  the 

community.  You're  not  asking  this  Commission  to  make  any  recommenda- 
tion to  support  the  agency  in  its  very  special  role  that  you've 
described . 

ANDERSON:  I have  to  say,  Marjorie,  I hadn't  thought  of  it  from 

that  standpoint  prior  to  your  question.  And  so,  really,  I think  I'm 
not  prepared  to  answer  that.  It  could  be  helpful. 

SCHACHT:  Marjorie,  may  I point  out,  that  the  minute  you  put  in 

Governmental  monies,  you  lose  your  independence  as  an  advocate  and 
it's  something  I think  you  need  to  look  at  very,  very  carefully. 

ANDERSON:  And  I think,  along  that  same  line,  I think  you  also 

lose  your  attractiveness  to  the  local  giving  public,  to  a degree. 

R.  ANDERSON:  I might  suggest  that  what  we  are  trying  to  do... 

SCHACHT:  Sir,  would  you  identify  yourself  for  the  record? 

R.  ANDERSON:  I'm  Ralph  Anderson. 

ANDERSON:  This  is  my  spouse. 

R.  ANDERSON:  What  we'd  like  to  do  is  involve  the  Catholic  Family 

Services  in  Cardinal  Glennon  Institute  in  St,  Louis.  Cardinal  Glennon 
Institute  specializes  in  child  and  family  counselling.  The  Catholic 
Family  Services  addresses  themselves  to  the  problems  of  those  people 
afflicted  by  various  diseases,  mental,  social  and  medical. 

And  we  feel  that  the  Federal  government  may  provide,  under  Title 
XX  Manpower  Programs,  people  for  Catholic  Family  Charities  who  will 
work  in  the  Huntington's  disease  and  genetic  disease  area,  thereby 
keeping  a local  private  flavor  to  programs  that  are  directed  to  local 
private  people,  but  using  government  funds. 
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GUTHRIE:  So,  there  is  a possible  source? 

ANDERSON:  Yes,  from  that  standpoint;  yes,  indeed.  I was  hear- 

ing your  question  as  simply  funding  our  particular  organization. 

GUTHRIE:  The  question  was  how  can  we  carry  on. 

SCHACHT:  Thank  you  very  much. 

The  next  speakers  will  be  Bob  Rusk  and  Mary  Noonan, 
and  Phillip  Babcock.  Bob  Rusk  and  Mary  Noonan  will  have  10  minutes; 
Mr.  Babcock  will  have  10  minutes.  Mr.  Rusk  and  Ms.  Noonan,  are  you 
going  to  both  testify? 

NOONAN:  Well,  I'm  at  an  advantage  here.  What  I'm  going  to  do 

is,  I'm  going  to  present  it  and  then  he  answers  the  questions. 

(Laughter. ) 

SCHACHT:  Would  you  please,  then,  both  identify  yourselves  for 

the  record? 


TESTIMONY  OF 

BOB  RUSK  AND  MARY  NOONAN 
KANSAS  CCHD 

RUSK:  I'm  Bob  Rusk  and  I'm  the  Vice  President  of  the  local 

chapter  and  I serve  as  a Trustee  of  the  National  CCHD  organization. 

NOONAN:  I'm  Mary  Noonan.  I'm  the  Science  Liaison  Chairperson 

for  the  Kansas  Chapter. 

The  Kansas  Chapter  has  been  in  existence  about  5 years,  to 
give  you  a little  background.  When  we  started  out  there  were  approx- 
imately 125  HD  families — not  individuals,  but  families  that  we  knew 
of.  Today,  our  mailing  list  is  just  shy  of  500.  Now,  this  does  in- 
clude about  125  or  130  that  we  mail  to  in  Oklahoma. 

In  preparing  this  there  were  a lot  of  questions  as  to  exactly 
how  do  you  tell  all  the  needs  and  the  problems  that  a chapter  has. 

And  so  we  decided  that  the  best  way  would  be  to  list  the  main  reasons 
that  we  get  inquiries.  What  is  it  that  we  get  the  most  mail  and  the 
most  phone  calls  about? 

We  have  divided  this  into  five  areas,  the  first  one  being  medi- 
cal assistance.  The  medical  assistance  breaks  down  into  the  fact 
that  they  are  either  asking  for  referral  to  a physician  that  knows 
about  HD,  or  is  already  dealing  with  a family  doctor  or  a specialist 
who  does  not  know  about  it  and  they're  asking  us  to  have  a medical 
adviser  or  someone  contact  them  for  further  education. 
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X iii'iuiry  is  for  counselling,  both  on  an  individual  and 
: i;-  : 1 y b.isis,  and  both  for  clinical  and  genetic. 

w<*  .1  lot  of  requests  for  available  information.  For  the 

part,  this  can  be  taken  care  of  through  printed  material  which 
; . it  y , for  the  most  part,  supplied  by  National.  But  there 

tit  th');:.’  ‘-ontacts  asking  for  someone  to  talk  to  them--a  personal 
• -I  t I -t  , ;;<in.‘'onv  to  come  down  and  speak  to  a group  of  people  or  to 
at.-'  t -'hapt'-r  meeting  in  their  area, 

Tl..  I'-urth  inquiry  would  be  on  a financial  basis  — for  financial 
a is  1 St  an-'f . And  that  breaks  down  into  the  need  for  care,  home  expenses, 
I'.  1 mt-dicine;  child  care  seems  to  be  a big  one.  There  are  a lot  of 
P'-i.j  1 noeding  to  hold  down  a job  and  unable  to  meet  the  child  care 
«xi'<-ns<-s  at  home,  doctors'  appointments,  and  the  care  of  an  HD 
I af  ii-nt  in  the  home. 

And  then  the  final  inquiry  is  what  Anne  was  talking  a lot  about, 
th'-  support  system.  People  needing  relief,  both  emotionally  and 
phy s 1 '?ra I ly ; needing  someone  to  either  come  in  or  just  a momentary 
-•risis  intervention  of  someone  that  they  can  talk  to  for  that  moment 
and  say,  "Life  is  hell  today"  and  "Do  you  know  what  I mean" — type  of 
thing. 

Now,  out  of  this,  we'd  like  to  list  two  areas  that  we  consider 
vpry  prevalent  problem  areas,  and  they're  two  biggies.  One  is  the 
care  of  the  HD  patient.  It  is  extremely  difficult  to  find  a care 
facility  which  is  knowledgeable  about  HD,  which  is  equipped  and  will- 
ing to  take  care  of  a heavy-care,  long-term  patient. 

Two  weeks  ago  I got  a phone  call  from  a woman  and  she  was  asking 
if  she  really  had  anything  to  say  in  a letter  to  the  Commissioners, 
bx'cause  she  said,  "Really,  I don't  know  that  much  about  my  family 
background,  because  it  wasn't  diagnosed;  they  said  all  my  relatives 
were  crazy.  And  then  my  husband  died  with  Huntington's;  and  then  his 
brother  needed  to  come  live  with  us  weeks  after  that.  And  I 
couldn't  take  on  that  responsibility  and  so  I called  eight  care  homes 
trying  to  find  someone  to  take  him,  and  I couldn't.  And  do  you  think 
I should  write  that?"  And  I said, "Yes."  The  care  home  is  a definite 
problem  in  this  area. 

The  other  big  problem  is  the  whole  financial  complex.  There 
seems  to  be  an  obscurity  of  definite  Government  guidelines  for 
assistance,  better  known  as  "red  tape."  At  one  of  our  chapter  meet- 
ings we  had  a panel,  which  consisted  of  a representative  from  mental 
health,  from  public  health,  from  Social  Security  office,  and  from 
SRS.  We  set  up  that  panel  in  hopes  of  having  questions--someone  there 
--someone  that  could  answer  the  questions  of  the  people,  saying, 

"What  can  you  do  for  HD?"  It  was  extremely  discouraging  to  find  that 
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there  were  very  few  answers,  outside  of  what  you  heard  Judy  Reno 
talking  about  for  the  public  health  situation.  But,  unfortunately, 
public  health — with  what  Judy  is  working  with  in  Sedgwick  County 
and  our  problem  is  on  a statewide  basis  and  those  kind  of  oppor- 
tunities are  very,  very  difficult  to  find. 

The  other  thing  is  that  there  seems  to  be  an  inequity  for  the 
low-middle  and  the  middle- income  people  and  this  has  been  mentioned 
several  times  before  but  I think  it’s  extremely  important.  People 
call  and  say,  "Why  is  it  that  we  must  suffer  for  trying  to  be  re- 
sponsible people.  We  would  be  better  off  quitting  our  jobs,  selling 
our  homes,  and  changing  our  whole  lifestyle  in  order  to  get  financial 
assistance,  than  trying  to  continue  the  way  we  are." 

So,  our  final  recommendations  would  be  care  facilities,  definitely; 
not  only  the  education  of  them,  but  possibly  a further  consideration 
of  places  that  can  care  for  a long-term,  heavy-care  patient;  and 
catastrophic  national  health  insurance,  with  the  emphasis  on  the  cat- 
astrophic, You  know,  we're  not  saying  the  same  thing  as  a national 
insurance — as  that  alone.  But  something  that  will  alleviate  the 
actual  destruction  of  people's  lives  due  to  the  financial  burden  that 
Huntington's  disease  causes. 

I think  that's  all  I have. 

SCHACHT:  Mr.  Rusk? 

RUSK:  I really  don't  have  any  prepared  comments,  except  to 

amplify  a few  of  the  things  that  Mary  said  and  then  to  attempt  to 
answer  questions  you  might  have  to  us  about  our  experience.  But  I 
think  what  we  are  wanting  to  say  is  that  we  receive  a lot  of  inquiries 
from  a lot  of  different  people  with  various  types  of  problems  that 
they  are  confronting  individually.  And  I think  we  are  attempting  to 
draw  out  kind  of  a common  thread  that  appears  through  most  of  these 
inquiries  and  then  to  analyze  that  and  determine  what  this  Commission 
might  say  to  the  Congress  and  to  the  President  that  would  help  solve 
those  immediate  problems. 

And  the  things  we  see,  most  common — just  to  repeat--are  that  we 
do  have  a difficulty  in  putting  people  in  care  homes  that  are  capable 
and,  as  Mary  said,  willing  to  really  adequately  care  for  the  serious 
Huntington's  patient.  And  the  second  problem,  perhaps  equally  as 
great,  is  the  financial  crisis  that  a family  can  find  itself  in.  And, 
although  I have  not  heard  too  many  families  come  and  say,  "Boy,  we 
are  destitute  because  of  Huntington's  disease,"  because  generally 
there's  a certain  level  of  pride  in  the  families,  but  nevertheless, 
that's  something  you  see  running  commonly  through  all  families  with 
the  problem;  and  that  is,  it's  just  a horrible,  financial  drain. 
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A:k!  you  can  take,  as  someone  said  earlier,  even  a family  with  higher 
thar.  average  income,  impose  Huntington's  disease  on  that  family,  and 
the',  become  impoverished.  And  that  certainly  seems  to  me  to  be  one 
of  the  areas  where  the  Federal  Government  could  be  the  greatest 
assistance  to  the  families  that  we  are  attempting  to  serve  here. 

GUTHRIE:  Because  you  both  are  knowledgeable  about  what  goes  on 
in  families,  I want  to  take  you  off  the  track  and  ask  a question  that 
the  Commission  has  been  very  concerned  about.  If  there  were  the 
Opportunity  to  establish  a nationwide  registry  for  families  with 
Huntington's  disease,  are  you  aware  of  the  good  and  the  bad,  or  do 
you  have  any  answer  to  us — I know  you  haven't  thought  about  it,  per- 
haps--as  to  what  this  implication  might  be?  How  would  you  feel  about 
being  registered  in  such  a registry? 

RUSK:  I think  that  what  Mr.  Lukens  said  earlier  regarding  the 

insurance  companies  would  be  a real  negative  aspect  of  a national 
registry.  However,  as  we  said,  we  think  that  the  Federal  Government 
might  have  a real  responsibility  in  terms  of  some  kind  of  catastrophic 
health  care  plan  that  might  circumvent  that  particular  negative  aspect 
of  that  type  of  registry.  That's  the  only  negative  aspect  that  I can 
think  of  just  off  the  top  of  my  head.  But  the  positive  aspects — I try 
not  to  think  about  the  negatives  too  much--but  I would  think  if  I would 
dwell  on  the  positive  aspects,  I could  come  up  with  a lot  of  things. 

For  example,  just  bringing  to  bear  on  potential  contributors  how  ex- 
tensive the  illness  might  be  would  be  very  important.  I think  bringing 
to  bear  more  power  against  the  Congress — the  power  of  the  vote  against 
the  Congress  in  terms  of,  we  have  500,000  known  HD  victims — I'm  not  so 
sure  the  number  won't  hit  that — and  I think  that  that  type  of  registry 
would  be  very  important  from  that  aspect. 

GUTHRIE:  I'm  going  to  play,  again,  devil's  advocate.  What  do 

you  think  maybe  a young  person  might  feel  who  knew  that  they  were  part 
of  a registry  where  someone  might  turn  to  it  for  information  for  a 
future  life? 

RUSK:  Well,  I think* that  there's  probably  a — first,  for  myself, 

I would  not  be  opposed  to  that  and  I would  be  willing  to  be  a part  of 
such  a registry  and  would  happily  contribute  my  name  and  what  other 
statistics  might  be  valuable  there.  However,  I do  think  that  there  is 
probably  a feeling  in  the  country  against  that  type  of  registration; 
you  know,  invasion  of  privacy,  "big  brother  is  watching"  situation. 
However,  this  touches  on  another  problem  which  I think  local  chapter 
people  confront;  and  that  is,  wanting  to  put  the  skeleton  in  the 
closet  syndrome  and  that  a number  of  people  do  not  want  to  face 
squarely  the  problem  of  HD;  they  don't  want  to  be  identified  with  HD 
for  various  reasons  and  some  of  the  reasons  are  very  valid,  I would 
say.  However,  it  would  occur  to  me  that  voluntarily  assigning  yourself 
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to  that  registry  would,  in  the  long  run,  be  very  beneficial  to  the 
HD  family;  and,  therefore,  I would  think  that  that  point  could  be 
made  strongly  enough  to  encourage  people  to  join  such  a registry, 
or  at  least,  I would  hope  that  would  be  the  case, 

GUTHRIE;  But  you  used  the  word  "voluntarily,"  What  about  if 
it  became  official  that  you  had  to? 

RUSK:  Well,  I just  basically  have  an  opposition  to  mandatory 

things . 

GUTHRIE:  But  that's  why  I'm  concerned  about  it.  If  we  started 

it,  you  see — I'm  playing  both  sides  now.  And  we're  weighing  very 
seriously,  do  we  or  do  we  not  want  a registry.  We  need  input  from 
you. 

RUSK:  I would  love  to  have  a registry,  but  I would  not  like  to 

see  any  type  of  a registry  set  forward  where  everyone  had  to  join, 
or  every  person  of  a certain  classification  had  to  join.  That  just 
ain't  my  view  of  the  American  way. 

WEXLER;  I have  some  questions  about  your  chapter.  I think  that 
the  codification  of  the  problems  and  rating  them  in  terms  of  priorities 
is  extremely  useful  for  us  and  that  was  very  valuable  information.  I 
would  like  just  to  suggest  some  ways  that  a health  voluntary  group 
might  be  used  and  if  you  could  respond  as  to  whether  or  not  you  think 
that  this  is  feasible  or  desirable  in  your  chapter,  that  would  be 
helpful . 

It  seems  that  frequently  families  complain  that  it's  hard  to  take 
care  of  a patient  in  the  home.  Now,  mothers  have  this  trouble  all  the 
time  with  little  babies  and  they  organize  babysitting  pools.  Would  it 
be  possible  to  have  volunteers  take  one  day  a week  and  rotate  where  a 
number  of  patients  could  stay  in  the  home  being  cared  for  by  one  indi- 
vidual and  give  the  family  some  relief.  The  same  thing  could  be  done 
for  little  children  who  needed  to  be  watched  while  the  parents  went 
out  to  work.  Would  it  be  possible  to  try  to  recruit  some  psychologist, 
psychiatrist,  or  social  worker,  who  has  some  skill  in  working  with 
emotional  problems  relating  to  physical  diseases  and  genetic  diseases, 
and  have  an  ongoing  counseling  group  for  people  who  are  at  risk,  for 
spouses  of  people  who  are  at  risk,  and  patients;  have  some  kind  of  a 
volunteer  hotline  set  up?  Is  there  a way — what  I'm  really  asking — 
that  the  health  voluntary  group,  as  it  is--and  even  given  some  of  the 
minimal  financial  resources  which  I know  you  struggle  with — to  utilize 
some  kind  of  more  voluntarism  and  be  more  helpful  to  each  other  than 
is  currently  the  case?  Is  this  so,  and  if  not,  why  doesn't  it  happen, 
and  what  do  you  think  it  would  entail  if  it  did  happen,  and  do  you 
want  it? 
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Yes,  wo  want  it.  Yes,  it  would  be  more  helpful  and,  of 
course,  we  could  do  a better  job  than  we're  doing.  From  my  personal 
{HiSit  ion,  .much  of  the  problem  is  in  my  own  limitations  and  my  own 
ab 1 1 1 t i es-- in  other  words,  if  I were  assigned  the  task  of  going  into 
a hone  in  an  HD  setting,  I would  be  hard-pressed  to  cope  with  that 
job,  because  I don't  have  that  type  of  training  or  qualifications. 

And  I think  that  one  of  the  problems  that  the  volunteer  agency  would 
have  IS  that  many  of  us  are  very  concerned,  but  do  not  have  the 
sj>ecializcd  training  it  would  take  to  do  that  type  of  thing.  Now, 
wc  could,  very  likely--and  I think  therein  lies  a strong  limitation 
in  the  volunteer  agency,  and  that  is,  you  have  a pool  of  volunteers, 
not  necessarily  professionally  equipped  to  handle  some  of  the  problems 
wo  confront.  Now,  when  we  can  find  that  key  individual,  well  then, 
wo ' re  very  fortunate  within  the  chapter  and  then  we  make  good  use  of 
that  individual  within  the  time  resources  of  the  other  volunteers. 

But  I think  that  that's  a limitation. 

Now,  one  thing  the  chapter  could  do  is  to  coordinate  the  need 
against  the  available  community  resources.  For  example,  the  day 
visitation  by  the  nurse.  We  could  perhaps  set  something  up  like  that 
where  the  chapter  could  serve  as  the  middleman  and  not  necessarily 
provide  the  manpower,  but  provide  the  coordination  of  the  effort.  And 
that  is  one  area  where  I think  we  could  definitely  do  something  like 
you're  suggesting. 

WEXLER:  Yes,  but  my  thought  is  that,  frequently,  spouses  are 

the  most  terrific  caretakers  you  can  find  anywhere.  They  are  much 
more  skilled  than  any  professionally  trained  individual,  and  yet,  you 
see  little  clusters  of  isolated  families.  And  part  of  what  our  Com- 
mission is  considering  is  the  role  of  voluntaries  and  what  kinds  of 
things  can  the  private  sector  do  in  terms  of  advocacy  and  better 
utilization  of  the  people,  so  that  if  you  have  one  wife  taking  care 
of  one  husband,  why  not  take  care  of  three  husbands? 

RUSK:  Right,  I see  what  you're  saying.  You  know,  I don't  want 

to  impose  my  opinion  on  that  particular  question  too  much. 

SCHACHT:  We  are  now  45  minutes  behind  schedule.  I've  just  in- 

formed Nancy  that  we  have  cancelled  lunch.  We'll  take  two  very  brief 
questions  from  these  people. 

VOICE:  My  comment  is  just  that,  that's  a nice  idea,  but  what 

about  people  in  small  towns?  You  know,  you  still  have  the  potential 
of  volunteers  helping  and  maybe  the  registry  would  help  that.  If 
people  knew  more  about  Huntington's — you  know,  there  are  volunteers 
all  over  for  the  cancer  people,  and  the  big  names — but  until  we're 
better  known,  it's  going  to  be  hard  to  get  the  community  behind  us. 

I guess  Kansas  is  a more  rural  area,  but  you  have  an  awfully  lot  of 
patients  who  are  the  only  one  and  they  can't  come  to  Wichita  every 
time  they  need  counseling;  they  can't  get  somebody  knowledgeable  to 
come  in  and  take  care  of  their  spouse,  or  whatever.  And  so,  that's 
a good  idea,  but  what  about  the  rural  communities? 
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ANDERSON:  My  coirunent  is,  I think  it's  a neat  idea.  The  only 

problem  with  it  is  usually  all  of  those  spouses  are  out  working  to 
earn  the  money  to  keep  the  family  going.  Of  course,  if  you  had  one 
who  wasn't  maybe  that  would,  you  know... 

VOICE:  One  thing  to  be  sure  to  look  at  in  that  area  is  the 

change  in  the  IRS  laws,  which  now  makes  income  directly  deductible 
for  home  care  services.  If  you  have  someone  in  and  you're  paying 
them,  it  comes  straight  off  the  top,  whether  you  itemize  deductions 
or  not. 

WEXLER:  In  fact,  spouses  can  now  qualify  for  certain  training 

for  being  a home  care  person  so  you  can  get  paid  for  taking  care  of 
your  spouse.  It's  something  worth  looking  into.  Also,  catastrophic 
health  insurance  tends  to  meet  short-term  catastrophies , so  we  want 
not  only  catastrophic,  but  long-term,  chronic. 

RUSK:  I mean  catastrophic  from  a financial  standpoint. 

SCHACHT:  All  right,  we'll  have  to  go  on  now.  Mr.  Phillip 

Babcock? 


TESTIMONY  OF 
PHILLIP  BABCOCK 
DES  MOINES,  IOWA 

BABCOCK:  I'm  Phil  Babcock.  My  occupation — I'm  affiliated  with 

a financial  institution  in  Des  Moines,  Iowa.  My  wife  and  I have  had 
an  awareness  of  HD  for  some  15  years,  because  of  an  affected  relative 
and  we  are  affiliated  with  the  Iowa  Chapter  of  CCHD. 

My  purpose  here  today  is  simply  to  zero  in  on  just  one  immediate 
and  pressing  problem  and  to  suggest  a course  of  action  relative  to 
that  problem  that  we  find  on  the  local  area  or  state  level.  Our 
chapter  has  operated  for  some  4 to  5 years;  we're  entirely 
voluntary.  And  we  have,  like  so  many  other  health  groups,  a 
volatile  point  where  we've  got  a mailing  list  of  400  to  500  names. 

We  mail,  perhaps,  six  to  eight  communications  a year  to  the  people  on 
that  list,  and  we  schedule,  usually,  bi-monthly  meetings,  which  con- 
sistently pull  from  25  to  50  people;  and  our  goals  are  like  that  of 
the  national  organization. 

We've  concluded,  after  our  experience  on  the  state  level,  that 
in  our  area,  our  state,  our  chapter,  or  our  grassroots  level,  if  you 
will,  that  we've  accomplished  two  very  significant  things.  We've 
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k«.*pr,  an  o|H*n  liru?  of  communications  to  identify  persons  or  organiza- 
t i.ons  relating  to  Huntington's  disease.  And,  through  our  meetings, 
ve  have  created  a social  environment  for  open  discussion  of  specific 
problems  at  the  grassroots  level.  Persons  in  attendance  have  the 
opportunity  to  equate  their  problems  and  solutions  with  that  of 
others  who  are  similarly  affected.  And  prior  to  our  being,  there 
was  a virtual  void  in  general  knowledge  and  understanding  of  the  dis- 
order, including  many  professionals. 

This  little  chart  up  on  the  wall  here,  if  I may  refer  to  it,  is 
simply  one  example  of  the  results  of  one  family  in  one  county  of  99 
counties  that  has  been  developed  through  the  communications  on  the 
local  level. 

It  is  perfectly  clear  to  us  in  the  short  run  that  communications 
and  social  environment  or  social  therapy,  if  you  will,  have  to  be  con- 
tinued and  expanded,  regardless  of  the  eventual  outcome  of  the  Hunting- 
tcjn's  problem.  This  one  short-range  goal  of  communications  and  social 
therapy  has  to  be  a continuing  program. 

Now,  the  specific  problems  that  we've  run  into  just  in  this  end, 
in  communicating  and  getting  together,  are — well,  I could  probably 
name  about  four  major  items.  One,  the  volunteer  workload  tends  to 
fall  on  very  few  people  who  are  centrally  located  in  a metropolitan 
area  and  this  is  because  of  the  large  geographic  area  that's  covered, 
time  and  distance.  Other  volunteers,  although  willing,  just  can't  be 
as  c'ffectively  utilized. 

And,  two,  we  find  that  the  demands  on  time  for  accumulating  and 
maintaining  a list  of  names  or  persons  that  are  interested  or  involved 
tends  to  override  the  progress  in  other  important  areas.  So  that, 
keeping  a local  or  chapter  list  in  agreement  with  a national  list — 
and  the  reverse  of  that--becomes  a virtual  impossibility  due  to  the 
different  systems  that  each  chapter  might  use,  or  the  national  uses, 
the  time  lag,  the  available  workers,  the  skills,  and  communication. 

Yet,  both  of  these  lists,  on  a national  level  and  on  a local  level, 
are  very  important  simply  because  of  the  functions  that  each  provides. 
The  national  organization  provides  general  information  on  a national 
level,  and  on  the  chapter,  or  regional,  or  area  level,  on  the  grass- 
roots level,  contact  with  the  people  involved  is  very  important.  So 
that,  two  lists  are  really  needed:  a national  general  list  and  an  area 
list . 


Another  important  factor  is  that  such  lists  have  to  be  in  zip 
code  order.  One,  to  facilitate  bulk  mailing  and,  two,  to  facilitate 
statistical  distribution  studies.  Another  list  must  be  in  alpha- 
betical order  to  have  access  to  those  names.  A zip  code  list  doesn't 
help  you  if  you  don't  have  access,  alphabetically,  to  the  names  in- 
volved. So,  you  need  two  lists.  And  the  problems  with  all  of  this 
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is  that  reproduction  methods  available  to  the  chapters — and  I suspect 
this  may  be  true  on  the  national  level' — are  inefficient,  inadequate, 
and  therefore,  expensive. 

So,  outlining  the  problem,  the  group  from  Iowa  would  suggest  and 
propose  that  a portion  of  the  funds  that  are  available  to  this  Com- 
mission be  allocated  to  a subcommittee  to  fund  a basic  study  of  this 
particular  problem.  This  subcommittee  would  have  a basic  goal — I can 
identify  seven  major  items  that  we  might  hit;  certainly,  there  could 
be  more.  But  such  a subcommittee  would  research  the  best  proce- 
dure to:  (1)  establish  a central  computer  file  of  names  and  addresses 

of  persons  and  organizations  relating  to  Huntington's  disease;  (2)  the 
primary  function  of  such  a computer  file  would  be  to  provide  a printed 
list  of  names  and  addresses  and  zip  code  order  suitable  for  bulk  mail- 
ing. And  this  would  be  a list  that  would  be  printed  on  labels  or 
printed  envelopes,  et  cetera.  (3)  And  when  such  a list  was  printed 
it  would  parallel  that  with  a printed  alphabetical  hard  copy  list  of 
names  and  addresses  that  appear  on  that  zip  code  list  so  that  at  any 
point  in  time  when  we  had  a mailing  list  to  go  out,  we  would  also 
have  an  alphabetical  list  that  would  parallel  that  to  work  with  for 
the  next  list.  Such  a list  could  be  available  from  a computer  center 
upon  the  request  from  the  national  or  for  any  local  group,  any  local 
chapter,  regional  chapter.  It  could  be  selected--it  could  select 
officers,  or  trustees,  or  however  it  wanted — however  it  should  be 
set  up.  Such  a computer  file  could  provide  capacity  to  identify 
specific  names  relative  to  at-risk  status — could,  I emphasize.  If 
this  were  done,  it  would  permit  some  accumulation  of  national  statis- 
tical information  for  evaluation  by  various  health  groups.  (4)  Once 
such  a file  was  established,  the  chapters,  the  national  organization 
would  then  keep  it  current,  would  provide  additions,  deletions,  and 
changes  to  the  central  file  for  updating  on  a continuous  basis;  (5) 
we  would  suggest  that  the  central  file  be  located  near  the  geographic 
center  of  the  U.  S.  to  best  equalize  the  mailing  time  between  the 
states  and  in  a metropolitan  area  where  modern  postal  services  and 
computer  services  are  available;  (6)  this  subcommittee  should  determine 
what  funds  would  be  required  to  establish  such  a central  file,  along 
with  the  probable  source  of  such  funds,  which  could  be  Federal,  state, 
foundations,  local  and  national  CCHD  contributions,  et  cetera;  and 
(7)  once  established,  such  a central  file  could  be  expanded  to  include 
other  similar  services — I should  say,  to  include  similar  services  to 
other  genetic  or  catastrophic  disease-related  organizations.  We  feel 
that  many  of  the  health  groups  are  basically  duplicating  efforts  and 
fumbling  with  inadquate  systems  just  to  communicate  their  message. 

So,  to  summarize  this  particular  point,  we  feel,  again,  that  com- 
munications and  social  therapy  stand  out  as  two  of  the  most  impressing 
needs  for  the  effort  relative  to  Huntington's  disease.  We  would  recom- 
mend that  this  Commission  appoint  such  a subcommittee  to  survey  and 
recommend  some  action  to  be  taken. 
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GUTHRIE:  Because  we’re  running  short,  I understand  we  can't 

ask  quest  ion s--we ' re  late.  But  I'm  going  to  make  a suggestion  to  you, 
Mr.  Babcock.  If  we  made  this  recommendation  I know  that  we  are  going 
to  be  asked,  as  members  of  the  Commission,  how  is  this  going  to  help 
HD  families.  And  I would  appreciate,  if  you  could,  to  write  us  for 
your  chapter,  a statement  that  would  say  why  you  think  this  would 
really  help  HD  families,  because  that's  what  we  have  to  address  our- 
selves to.  Do  you  think  you  could  do  that  for  us? 

BABCOCK:  Yes. 

GUTHRIE:  I would  appreciate  that,  because  the  very  things  you're 

listing,  there's  no  question  about  the  fact,  you've  outlined  magnifi- 
cently exactly  what  the  national  organization  is  going  through.  It 
couldn't  be  better.  But  the  answer  that  we  have  to  give,  as  Commis- 
sioners, to  the  Congress  is  why  we  think  that's  important;  how  is  that 
going  to  help  HD  families,  really.  And  I think  we  need  that  in 
writing  and  I'd  love  to  have  it,  if  you  would. 

BABCOCK:  We  can  do  that. 

SCHACHT:  Thank  you  very  much.  Marvin  and  Juanita  Way  and  Roger 

Hughey?  Mr.  and  Mrs.  Way? 

TESTIMONY  OF 
MARVIN  AND  JUANITA  WAY 
WICHITA,  KANSAS 

M.  WAY:  We  feel  a little  bit  out  of  place  in  a way,  in  that  we 

are  not  talking  directly  to  Huntington's  disease.  I have  a statement 
written  out  to  help  as  far  as  the  time.  Juanita  and  I feel  privileged 
to  tell  our  story  to  you  this  morning. 

Juanita's  disease  has  been  diagnosed  by  Mayo  Clinic  as  cerebellum 
ataxia.  This  is  a deterioration  of  the  portion  of  the  brain  that 
regulates  the  mobility.  She  is  one  of  three  children  born  to  Norville 
and  Maudie  Demoss;  Melvin,  the  oldest,  Juanita,  and  Pauline.  Norville, 
Juanita's  father,  passed  away  about  9 years  ago  with  this  disease, 
after  being  bedfast  for  the  last  18  months  of  his  life.  He  did  not 
work  for  about  the  last  15  years  of  his  life.  Pauline,  48  years  old, 
is  in  a similar  condition  as  Juanita  is  now.  Melvin,  56  years  old, 
shows  no  symptoms  of  this  disease.  Juanita  and  I have  five  children 
ranging  in  age  from  14  to  23  and  two  grandsons  less  than  a year  old. 
None  of  our  children  show  any  symptoms,  as  of  now,  of  this  disease. 
Pauline,  her  sister,  has  four  children,  ranging  in  age  from  14  to  25; 
and  one  boy,  who  is  23,  has  shown  symptoms  of  this  disease  for  the 
past  6 years. 

We  spent  one  week  at  Mayo  Clinic  about  13  years  ago  with  the  re- 
sult, after  four  days  of  tests,  that  her  disease  is  cerebellum  ataxia 
with  no  known  cure  or  remedy.  Seven  years  ago,  we  were  doctoring  with 
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Dr.  Allen  in  the  Bethel  Clinic  at  Newton,  Kansas  and  she  spent  some 
time  in  Marvin  Ewert's  hospital  where  she  was  placed  on  the  L-dopa 
drug.  This  was  through  Dr,  Allen.  If  you’re  not  familiar  with  the 
L-dopa  drug,  it  was  specifically  developed  for  Parkinson's  disease. 

She  stayed  on  this  drug  for  about  18  months  until  it  was  decided  that 
it  was  not  helping  her. 

Six  years  ago  Juanita  and  Pauline,  her  sister,  entered  the 
KU  Medical  Center  for  a week  of  tests  in  their  research  depart- 
ment for  genetic  diseases.  This  was  through  the  recommendation  of 
Dr.  Allen.  Again,  after  a week  of  tests,  there  was  about  the  same 
decision  as  was  reached  at  Mayo's — no  cure  or  remedy. 

Since  then,  Juanita  has,  more  or  less,  been  her  own  doctor.  We 
have  kept  in  correspondence  with  Mayo's  and  KU  Medical  Center 
to  be  sure  that,  you  know,  something  hasn't  developed.  She  is  now 
striving  to  improve  her  condition,  or  at  least,  maintain  it  on  a 
stable  basis  by  what  she  eats  and  with  continued  exercise.  It  is  this 
determination  that  has  kept  her  as  mobile  as  she  is.  In  our  home  she 
walks  with  the  assistance  of  a chair  on  casters  which  she  pushes  in 
front  of  her.  She  rides  a three-wheel  bicycle  with  some  assistance 
as  far  as  getting  on  and  off.  So,  she  is  keeping  up  this  self- 
determination  to  maintain  her  mobility  as  much  as  possible. 

It  is  with  this  attitude  that  we  come  before  you  this  morning 
with  a feel  for  not  only  your  help,  but  how  we — and  more  particularly, 
Juanita — can  help  bring  a halt  to  hereditary  diseases  that  tend  to 
immobilize  a person. 

Thank  you. 

GUTHRIE:  I must  comment  how  grateful  I am,  and  I know  we  are, 

for  your  presence  here  today.  I think  it  is  one  of  the  most  diffi- 
cult tasks  we  face  in  educating  our  own  HD  families  that  they  are 
part  of  larger  family  that  includes  all  the  genetic  disorders  and 
so  many  of  the  neurological  disorders.  We  fight  that  battle  every 
day,  and  your  presence  here  is  of  great,  great  interest  and  very  impor- 
tant for  this  kind  of  education  for  our  own  people. 

Also,  I would  like  to  point  out  to  you,  because  you  did  mention 
the  L-dopa  being  used  for  Parkinsonism,  it  was  not  a scientist  who 
was  looking  for  research  for  Parkinsonism  who  found  that  drug.  It 
was  a man  who  was  working  in  manganese  poisoning  in  South  American 
miners.  So,  it  can't  be  much  further  away  from  Parkinsonism,  but  it 
points  the  way,  again,  you  see,  for  understanding  that  basic  research 
where  it's  good  leads  to  most  wonderful  answers. 

So,  thank  you  very  much  for  coming. 
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WEXLER:  I think  your  attitude  with  which  you  come  is  truly  an 

impressive  one  on  both  your  parts.  I would  like  to  say  that  many  of 
the  recommendations  of  our  Commission  will  be  for  people  with  neuro- 
genetic  diseases,  in  general,  and  even  all  genetic  diseases,  we're 
at  the  moment  trying  to  determine  the  exact  nature  of  those — but 
almost  all  of  our  recommendations  would  include  families  with  your 
disease  as  well. 

SCHACHT:  In  behalf  of  the  National  Ataxia  Foundation,  we  do 

appreciate  your  coming. 

Mr.  Hughey? 


TESTIMONY  OF 
ROGER  D.  HUGHEY 
ATTORNEY  AT  LAW 
WICHITA,  KANSAS 

HUGHEY:  Members  of  the  Commission,  incidental  to  my  involvement 

with  the  Board  of  Trustees  of  the  Kansas  Chapter  of  the  Committee  to 
Combat  Huntington's  Disease,  I have  had  an  occasion  to  become  involved 
with  some  families  affected  by  Huntington's  disease  and  this  exper- 
ience has  exposed  me  to  more  human  anguish  than  any  other  area  of  my 
professional  practice. 

There  are  a lot  of  things  that  can  be  said  about  legal  problems 
and  legal  aspects  of  the  relationships  of  people  with  Huntington's 
disease  or  those  who  are  at  risk,  but  there  are  problems  common  to 
anyone  with  a disease  of  long  duration  or  common  to  people  with  a 
serious  lack  of  funds.  Huntington's  disease  doesn't  come  with  its 
own  unique  set  of  legal  problems  and  we  could  talk  all  day  about  gen- 
eral kinds  of  problems,  but  I'd  like  to  just  choose  two  and  comment 
about  the  Kansas  aspects  of  them — local  aspects  of  them. 

A frequent  concern  of  those  at  risk  for  HD  or  those  who  have 
been  diagnosed  as  HD  patients  is  employment.  Now,  the  Kansas  Act 
Against  Discrimination  prohibits  discrimination  in  employment,  housing, 
public  accommodations,  and  other  activities  based  upon,  among  the  more 
conventional  factors,  a physical  handicap  that  is  unrelated  to  a 
person's  ability  to  engage  in  a job  or  occupation.  Now,  that's  in 
Kansas . 

The  various  Federal  acts.  Civil  Rights  Acts,  do  not  give  broad 
protection  against  discrimination  based  upon  such  physical  handicaps. 
For  instance,  the  most  commonly  cited.  Title  VII  of  the  Civil  Rights 
Act  of  1964,  prohibits  discrimination  in  employment  opportunities  only 
on  the  basis  of  race,  color,  religion,  national  origin,  and,  after  a 
later  amendment,  on  the  basis  of  sex;  not  on  the  basis  of  a physical 
handicap  that  is  unrelated  to  job  performance. 
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Now,  locally,  as  a further  protection,  our  own  Kansas  Workman's 
Compensation  Act  encourages  the  hiring  of  handicapped  persons  by  the 
creation  of  a state-financed  Workers*  Compensation  Fund.  This  pays 
all  or  a portion  of  a workman's  compensation  award  to  an  injured  work- 
man if  his  resulting  disability,  after  an  on-the-job  accident,  is 
contributed  to  by  a previous  disability. 

If  you  have  a Huntington’s  disease  patient  and  he  sustains  an 
occupational  injury  or  illness  and,  as  a result  of  his  occupational 
injury,  he  is  completely  disabled  and  medical  testimony  will  show 
that  part  of  his  disability,  or  perhaps  all  of  his  disability,  is  as 
a result  of  what  existed  prior  to  the  time  he  went  to  work,  then  the 
state-financed  fund  picks  up  the  tab.  The  employers'  workman's 
compensation  carrier  doesn't  have  to  pay  for  it;  it  keeps  the 
premiums  down.  And  it  doesn't  exactly  provide  an  incentive  for  hir- 
ing handicapped  individuals,  but  it  takes  away  a reason  for  not  doing 
so . 


Nearly  all  states,  if  not  all  states,  have  some  sort  of  a workers' 
compensation  fund,  or  a "second  injury  fund, "it's  sometimes  called. 
Kansas  coverage  is  uniquely  broad,  though. 

The  problem  is,  though,  that  Huntington's  disease,  in  its  ad- 
vanced stages,  does  constitute  a genuine  work  disability  and  that 
justifies  discrimination.  Just  a side  note  on  the  subject  of  employ- 
ment disability,  Huntington's  chorea  is  included  on  the  impairment 
listing  of  the  Secretary  of  HEW,  making  it  easier  to  collect  Disabil- 
ity Insurance  benefits  from  Social  Security. 

One  other  question  that  has  a Kansas  application,  although  nation- 
wide as  well.*  I'm  aware  that  some  questions  regarding  anatomical  gifts 
have  been  raised  in  other  hearings  of  the  Commission.  Mary  Noonan, 
who  spoke  earlier  this  morning,  can  provide  a lot  of  information  about 
our  brain  tissue  collection  efforts  for  research.  But  we,  as  well  as 
other  places,  have  had  questions  raised  regarding  the  legality  of 
donations  of  tissue  to  take  effect  at  death.  Even  questions  have  been 
raised  by  experienced  pathologists,  years  after  Kansas  adopted  the 
Uniform  Anatomical  Gift  Act,  just  like  they  never  saw  those  little 
cards.  Well,  there  shouldn't  be  any  question  at  all  about  the  legality 
of  it.  It's  well  settled;  it's  just  as  clear  as  can  be.  It's  quick 
and  easy  to  understand.  Obviously,  these  professional  people  in  medi- 
cal institution  or  hospital  management  have  never  been  asked  the  ques- 
tion— nobody  has  ever  bothered  to  tell  them.  Once  they're  told,  it 
just  seems  inconceivable  to  me  that  they  can't  understand  that  they 
don't  have  to  run  around  and  get  a bunch  of  relatives  in,  and  it’ll 
take  three  days,  and  everything  else,  to  consent  to  a donation  of  tis- 
sue, especially  when  time  is  such  a critical  factor  on  brain  tissue. 

The  effort  here  has  to  be  in  education  of  the  medical  facility  manage- 
ment and  the  professional  people.  I don't  know  how  Federal  funding  or 
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any  kind  of  Federal  legislation  can  help  this.  Perhaps  there  is  a 
way  they  can  put  out  a fact  sheet  to  all  providers  of  health  care 
services.  But  that's  a question  we've  had.  I know  it's  been 
answered  in  other  places. 

In  my  practice  I have  seen  the  kind  of  human  cost  of  Huntington's 
disease  that  you've  had  told  to  you  over  and  over  again.  The  emo- 
tional anguish,  and  the  breakup  of  families,  and  the  constant  burden 
of  the  dread,  you  can't  measure  and  you  can't  quantify.  The  legal 
aspects  of  this  are  just  minimal  compared  to  the  human  costs.  If 
somebody  were  to  ask  me  what  solutions  do  we  need  for  the  legal  as- 
pects of  Huntington's  disease,  the  only  answer  is  cure  Huntington's 
d i sease . 

If  you  have  any  questions,  I'd  be  happy  to  answer. 

WEXLER:  Do  they  have  any  provision  in  this  state — they  probably 

don't  need  it,  given  your  state  is  picking  up  the  workman's  como.  In 
Connecticut,  an  employee  can  waive  workman's  comp,  benefits  in  order 
to  get  a job  if  they're  being  discriminated  against. 

HUGHEY:  That's  non-waivable  in  Kansas.  I think  the  reason  is 

that  if  it  were  waivable  that  employers  would  ask  employees  to  waive 
it . 


WEXLER:  Right,  which  happens. 

HUGHEY:  Sure. 

WEXLER:  Okay,  thank  you. 


Is  there  any  statewide  legal  advocacy  program  connected  to 
either  developmental  disabilities,  where  it  is  required,  or  through 
any  other  legal  aid  society? 

HUGHEY:  Not  specifically,  for  developmental  disabilities,  yet, 

that  I'm  aware  of.  There  is  a constant  effort  for  more  access  to 
legal  services.  That's  keyed,  at  present,  to  limitations  on  income, 
and  rather  low  limitations.  They've  been  changed  recently  so  I can't 
quote  you  dollars. 

I might  comment,  too,  the  American  Bar  Association  has  a real 
genuine  effort  going  on  to  make  legal  services  more  available  at  lower 
costs  and  there  are  a lot  of  different  techniques  they're  experimenting 
with.  We,  in  Kansas,  have  one  experimental  pilot  project  in  Western 
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Kansas  based  on  a prepaid  legal  services  concept,  a little  bit  like 
Blue  Cross,  where  the  state  is  picking  up  the  tab  for  the  experi- 
mental program.  But,  you  know,  it’s  all  really  the  cost  and  some- 
body has  got  to  pick  it  up, 

GUTHRIE:  That  makes  me  think  of  something.  Is  there  any 

advocacy  at  all  that  you  know  of  that  would  be  willing  to  work 
together  to  do  something  to  get  someone  to  speak  for  families  with 
genetic  disorders? 

HUGHEY:  None  that  I know  of. 

GUTHRIE:  The  reason  I bring  it  up  is  because  there  is  a 

Maryland  Commission  for  Hereditary  Diseases  and  we  would  like  to  see 
if  we  could  find  some  advocacy  here  for  the  same  thing. 

SCHACHT:  Marjorie,  you  should  know  that  Minnesota  also  has  a 

much  broader  genetic  legislative  mandate  that  John  Pearson  actually 
was  very  much  involved  in  getting  going. 

HUGHEY:  We  did  have  a friend — I suppose,  we  still  do  have  a 

friend  in  the  Kansas  Legislature.  However,  he  sponsored,  in  this 
last  session,  a measure  to  legalize  the  consumption  of  marijuana  and 
in  doing  so  announced  that  he,  himself,  had  engaged  in  those  activ- 
ities. And,  in  Kansas,  you  just  don't  do  that  if  you  want  to  main- 
tain support.  So,  as  a friend,  he's  not  a whole  lot  of  use  to  us 
anymore,  I'm  afraid. 

GUTHRIE:  I think  I know  who  you're  speaking  about  and  maybe  we 

can  find  some  others. 

HUGHEY:  Fine  fellow,  but  his  credibility  is  shot  in  the  Legis- 

lature now, 

WEXLER:  One  other  question,  have  you  had,  in  your  experience, 

the  case  of  anyone  at  risk  who  has  been  discriminated  against  in 
employment,  because  the  employer  knew  of  their  at  risk  status?  And 
the  reason  that  I'm  asking  that  is  that  in  the  Rehabilitation  Act 
there  are  three  definitions  of  the  disabled,  and  the  third  definition 
is,  "anyone  who  is  perceived  to  have  a disability."  That  person  quali- 
fies for  protection  under  that  Act  to  not  be  discriminated  against 
by  any  firm  which  receives  Government  funds,  a certain  amount  of 
Government  funds.  And,  according  to  the  Department  of  Labor,  someone 
who  is  at  risk  for  Huntington's  disease  would  qualify  as  being  pro- 
tected under  that  third  definition  of  perceived  disability,  but  we 
were  trying  very  hard  to  come  up  with  examples  of  whether  or  not  this 
has  occurred. 
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HUGHEY:  By  "perceived,"  you  mean  like  a latent,,, 

WEXLER:  Well,  let’s  say,  if  I am  going  for  a job  and  someone 

knows  that  I'm  at  risk  and  would  say,  "Why  should  I hire  her,  when  I 
can  hire  her,  who  isn't  at  risk?"  And  that  would  be  discrimination 
against  a perceived  disability,  because  I,  presumably,  wouldn't  be 
disabled  but  I might  be  perceived  as  being,  initially, 

HUGHEY:  No,  I haven't  had  any  cases  coming  to  my  attention. 

I would  have  tried  to  figure  out  a way  to  do  something  about  it  if  I 
had,  but  no  complaints  have  come  to  me.  I'm  sorry,  I can't  help  you 
on  that. 

SCHACHT:  Thank  you  very  much.  Mr.  Earl  Lambert,  Ms.  Katherine 

Pound,  and  Dr.  Daniel  Elash?  Mr.  Lambert,  would  you  give  us  your 
name  and  affiliation,  please? 

TESTIMONY  OF 
EARL  LAMBERT 
DES  MOINES , IOWA 

LAMBERT:  I am  Earl  Lambert  and  I am  connected  with  ICCHD,  the 
chapter  in  Iowa.  I have  written  what  I think  just  about  covers  my 
wife's  family's  involvement  in  HD.  Huntington's  disease  has  played 
a big  part  in  our  lives.  We  had  no  idea  what  our  problem  really  was 
for  many  years. 

Mother  VanAken  had  problems  with  her  family.  She  would  ignore 
them,  letting  her  children  do  for  themselves.  Her  disease  was  diag- 
nosed incorrectly.  She  was  put  in  mental  patient  homes  and  treated 
from  the  diagnosis  until  she  died  at  Mount  Pleasant  in  1940. 

Sister  Harriet  was  diagnosed  as  suffering  from  polio  of  the 
throat  and  simple  schizophrenia.  She  had  suicidal  tendencies  and 
also  was  involved  in  a small  amount  of  living  with  men  to  get  money 
because  she  could  not  hold  a job.  This,  of  course,  created  so  much 
misunderstanding  from  her  own  family.  There  was  no  one  to  really  try 
to  understand  or  to  find  out  just  why  she  did  all  the  unaccepted 
things  she  did,  which  kept  her  away  from  her  family.  She  died  of 
pneumonia  after  6 years  in  Clarinda  Mental  Hospital. 

Sister  Betty  had  problems  starting  with  her  stepmother  and  on 
into  her  married  life.  She  lived  apart  from  her  own  family,  ignoring 
and  neglecting  all  of  them.  She  did  not  eat  or  care  for  herself 
properly.  She  was  finally  diagnosed  as  schizophrenic  and  would  al- 
ways be  under  a doctor's  care.  In  1972,  a neurologist  gave  her  an 
examination  and  said  she  had  a degenerative  disease.  She  and  her 
husband  went  to  Iowa  City  where  they  examined  Betty.  At  that  time 
they  said  they  were  95  percent  sure  that  she  had  Huntington's  disease. 
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This  was  our  first  insight  into  the  disease  that  had  caused  so 
much  heartache  and  trouble  in  our  family. 

Sister  Nadine,  having  so  many  problems,  checked  herself  into 
Iowa  City  Hospital,  The  doctors  examined  her  completely,  then  re- 
leased her,  not  informing  her  of  what  they  had  found.  After  4 or 
5 days  and  many  phone  calls  by  Nadine,  they  let  her  know  she  did 
have  Huntington's  disease.  Suicidal  tendencies  set  in.  Feelings  of 
nervousness,  unsettledness,  rejection  by  her  family,  and  not  being 
able  to  hold  a job,  left  her  very  restless  and  shaken  by  the  whole 
situation.  She  is  having  trouble  getting  situated  into  a nursing 
home,  being  comfortable  any  time  and,  of  course,  not  getting  the 
extra  care  an  HD  patient  really  needs. 

We  feel  these  people  need  love  and  caring  from  their  own  family 
and  the  attention  from  those  who  are  paid  to  take  care  of  them. 

They  need  special  care,  extra  meals  every  day,  the  right  exercise  to 
keep  them  active,  special  attention  to  their  mental  and  physical 
attitudes,  and  most  of  all,  the  love  and  consideration  of  the  people 
who  do  take  care  of  them. 

And  going  just  a little  bit  further,  they  were  talking  a little 
earlier  about  the  nursing  homes  and  what  they  can  and  don't  do.  We 
have  put  Nadine  in  a nursing  home  now.  Betty  is  in  a nursing  home. 

And  they  have  asked  us  to  come  out  and  show  the  film  and  answer  any 
questions  that  they  might  ask.  And  they  were  so  interested  in  learn- 
ing all  they  could  so  that  they  could  help  both  of  these  girls.  We 
do  have  other  calls  from  other  nursing  homes  and  they  want  to  know  too. 

Now,  these  two  nursing  homes  that  we're  talking  about  now  are 
privately  owned,  privately  run,  and  they  are  health  care  centers.  I 
won't  mention  the  name,  but  they  are  near  Des  Moines,  and  he  does  have 
five  of  them  operating  and  he  wants  us  to  come  to  every  one  of  them. 

All  of  the  nurses  and  all  of  the  people  involved  in  caring  for  these 
patients  are  there  at  that  meeting.  So,  they  do  really  want  to  help. 

GUTHRIE:  Can  I ask  what  the  cost  is  for  the  care? 

LAMBERT:  Well,  it  would  be  entirely  up  to  the  individual.  One 

of  my  sisters-in-law  is  taken  care  of  by  the  state;  the  other  one  is 
taken  care  of  by  her  husband.  So,  it's  very  flexible  and  they're 
marvelous  people.  So,  we  do  know  that  there  are  people  in  these 
nursing  homes  that  really  do  want  to  help. 

SCHACHT:  Thank  you. 
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POUND:  I'm  Kathy  Pound  and  I'm  an  R.N.  in  the  small  town  of 

Parsons,  Kansas,  And  I really  don't  know  why  I'm  here,  except  that 
I couldn't  say  no  when  the  girl  called  me  Thursday,  because  I 
thought  there  were  so  many  people  who  were  so  much  more  knowledge- 
able in  the  factors.  So,  I've  gone  through,  in  the  4 nights, 
and  discarded  16  pages,  and  come  to  the  conclusion  that  you  all  know 
that  it's  extremely  difficult  to  put  down  thoughts  about  Huntington's 
disease  in  less  than--well,  for  me,  it's  difficult  to  put  anything 
in  less  than  5 minutes,  but  about  Huntington's  in  five  minutes-- 

so,  I'm  just  going  to  try  to  make  a few  points  of  the  personal  things 

that  we  have  run  into  in  the  10  years,  say. 

We  still  have  a psychiatrist  on  the  staff  of  St.  John's  Hospital 

in  St.  Louis,  the  Metropolitan  Center,  who  says,  "Oh,  yes,  I know 
about  it;  women  don't  have  it."  A neurologist,  who  talks  to  a group 
of  nurses  in  an  in-service  program  at  a large  military  hospital  in 
Okinawa  and  at  the  end  when  I asked  him--"Oh,  yes,  but,  of  course, 
you  never  see  that  in  the  military."  We  know  that's  not  true.  It 
just  doesn't  stop. 

The  family  of  the  patient  who  contacted  me,  as  a resource  person 
for  the  local  chapter,  who  says,  "Our  doctor  said  when  we  brought  him 
back  from  K.U.  and  told  him  he  had  Huntington's  disease, 'Oh,  yes, 
that's  an  old  venereal  disease.'"  Add  that  to  the  anguish  of  this 
sixty-ish  woman  who  is  trying  to  care  for  her  husband  with  insurmount- 
able difficulties,  we  can  tell  it  and  laugh  a little,  because  the 
people  here  know  about  it.  But  to  the  person  coming  to  it,  it's 
tragedy  beyond  measure. 

And  where  I stand,  in  southeastern  Kansas — when  I first  went  to 
this  clinic  to  work,  I asked  one  of  the  older  doctors  if 
he  knew  anything  about  Huntington's — "Well,  no,  I suppose  I heard  of 
it,  but  you  tend  to  forget  that  which  you  don't  treat."  Yet,  I can 
go  to  those  files  and  pull  five  charts:  one,  a man  who  was  treated 
with  a fracture  at  the  stage  he  was  developing  the  symptoms  and  later 
diagnosed  in  California;  two,  at  risk;  and  a third,  who  had  been  also 
treated  and  lost  track  of  through  the  area;  but  the  names  came  to  me, 
of  course,  through  the  chapter  and  I wasn't  privileged  to  reveal  this. 
But  I know  it  does  exist  there,  even  though  they  deny  it. 

I gave  a small  talk  with  a group  of  nurses  and  a public  health 
nurse  in  a supervisory  postion  over  several  counties  came  to  me  and 
said,  "Kate,  what  does  the  chapter  do?  We  must  have  nine  patients 
in  nursing  homes  with  it."  This  is  in  southeastern  Kansas,  and  not 
all  of  these  are  on  the  roster.  So,  over  and  over  again,  there  are 
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more  than  we  begin  to  have  documented.  And  the  only  suggestion  I’d 
have  to  make — and  maybe  this  has  been  done,  because  we  spend  so  much 
time  talking  about  it  on  a one-to-one  basis — the  medical  records 
people  code  index  every  diagnosis.  Has  it  been  pulled  from  all 
skilled  nursing  homes,  requested  from  all  accredited  hospitals,  re- 
quested from  all  the  military,  VA,  public  health,  those  types  of 
hospitals?  It  seems  to  me  that  would  at  least  give  us  numbers  that 
we  would  have  to  go  with.  And  I don’t  suppose,  you  know,  as  we  talked 
about,  the  resources  in  our  chapters  and  the  national  are  limited. 

The  only  other  point  I would  like  to  make,  and  that  is  in  refer- 
ence to  the  voluntary  situation,  is  that  tremendous  things  have  been 

done  by  the  voluntary  people.  Surely,  we  also  have  to  recognize  that 

many  of  the  people  in  the  local  chapters  and  in  the  national  have 

worked  themselves  to  the  point  of  strain  that  is  extremely  difficult, 
considering  their  own  family  strains.  So,  while  it's  nice  to  talk 
about  volunteers,  right  now,  I think  our  volunteers  need  help  badly. 


GUTHRIE:  May  I answer  you?  You're  absolutely  right.  We  are 

desperate  for  help  from  the  public.  No  longer  can  we  turn  to  the  HD 
family  and  say, ’'Do  it  all  by  yourself  .”  And  that ' s what  we're  hoping 
to  do.  And,  too,  let  me  answer  you  in  terms  of  getting  a registry  or 
getting  numbers.  We  are  still  faced  with  the  problem  that  so  many  of 
the  death  certificates  do  not  say  Huntington's;  they  say,  pneumonia, 
or  some  other  cause  for  death.  So  that,  we're  going  to  have  still  a 
tough  time  to  get  those  figures.  And  in  reference  to  your  VA  figures, 
you  might  like  to  know  that  the  most  recent  survey  which  we  just  com- 
pleted, there  are  500  known  identified  HD  patients  in  the  VA,  alone, 
today,  plus  another  500  or  so  being  treated  in  homes,  who  have  been 
outpatients,  or  whatnot.  So,  there's  a thousand  being  related  to  the 
VA  system  right  now,  today. 

And  the  answer  to  why  you're  here  is  for  the  very  things  you've 
said.  We  need  that  to  be  said  in  the  record.  Thank  you. 

WEXLER:  I was  wondering,  other  than  bottling  you  and  sending 

you  around  to  these  various  agencies,  which  would  probably  be  a great 
educational  measure,  can  you  recommend  some  way  that  we  can  enlighten 
these  people  that  you've  been  speaking  of? 

POUND;  I've  cried  over  that  too.  I don't  know  how  exactly,  ex- 
cept if  there  were  more--the  things  that  they  talked  about  when  they 
needed  more  duplication,  more  mailing  lists,  more  funds,  somehow. 

And  it  all  seems  to  me  to  tie  in  together.  Education  has  to  be  a 
group  thing.  We're  educating  both  the  multidisciplines  — oh,  another 
thing  I did  forget  to  mention — I had  called  four  social  workers  in  our 
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town--not  one  of  them  knew.  And  I know  that  there  are  three  teenagers 
at  risk  in  our  town.  One  of  them  is  bound  to  be  heading,  you  know, 
and  they're  going  to  get  rebuffed. 

The  problem  of  multidisciplinary  approaches  are  manifest.  The 
prolossional  jealousies  we  run  into;  the  attitude  »that  the  lay  person 
can't  tell  me  anything 'is  prevalent  in  all  things.  I don't  really 
know.  1 do  think  it  should  be  included  as  part  of  public  health,  any 
form  of  public  health  in-service,  and  there  hasn't  been  any.  You  know, 
you  have  in-service  on  everything  else.  Now,  whether  this  primarily 
should  come  from  recommendations  to  Congress  from  the  Commission,  from 
the  Committee,  I don't  know.  But  I think  that's  a tremendous  start. 

I think,  perhaps,  it  could  be  tied  into  so  much  of  the  work  of  the 
developmen tally  disabled.  And  I find  when  I ask,  when  I attend  meet- 
ings on  the  developmentally  disabled  at  Parsons  State  Training  School, 
nothing,  nothing.  So,  perhaps,  some  way  into  this  factor,  because  I 
don't  know  whether  it  meets  the  criteria  or  not,  but  it  seems  to  me  it 
should.  And  so,  this  is  a tremendous  area  where  the  education  could  be 
tied  in  and  reach  the  people. 

You're  not  going  to  change  the  65-year  old  G.P.,  who's — you  know, 
rightfully  so,  maybe — I don't  know — that's  his  privilege.  But  I do 
think  with  everything  that  there  is  any  funding  out  that  involves — 
that  should  be  included--and  I think  this  would  definitely  be  a Con- 
gressional tie-in. 

SCHACHT:  This  might  be  an  unfair  question  for  you,  but  maybe  if 

some  of  the  rest  of  the  people  who  have  either  testified  or  are  going 
to  testify--as  you're  very  much  aware,  there  are  a number  of  infectious 
diseases  which  over  the  years  were  required  to  be  reported  to  state 
health  agencies--TB , VD,  any  cases  of  influenza,  rubella,  et  cetera. 

The  decline  in  the  infectious  diseases  and  the  increase  in  the  propor- 
tion of  diseases  that  are  being  seen  in  public  health  in  medicine  which 
have  a genetic  implication,  would  you  consider  it  a reasonable  recom- 
mendation to  make  some  of  these -diseases , which  can  be  clearly  identi- 
fied, even  though  it  takes  20  years  to  identify,  reportable  diseases, 
just  as  you  have  with  the  infectious  diseases  in  the  past? 

POUND;  It's  a tough  question  and  you  are  putting  me  on  the  spot. 
My  mind  says,  yes — one  half  of  me  says,  yes,  it  should  be  reportable. 
The  other  half  of  me  is  fully  aware  of  the  fact  that  the  only  forms 
for  a complete  physical  in  our  office  that  asks  what  did  your  parents 
die  of  is  the  insurance  fom.  We  do  a lot  of  complete  physicals,  but 
the  only  form  that  asks  what  did  yourparents  die  of  is  the  life  insur- 
ance form.  You  know,  I can't  say  no,  I don't  want  these  kids  dis- 
criminated against.  If  you  can  come  up  and  say,  yes,  we  will  not  dis- 
criminate against  you,  fine.  But  I cannot  say  that  I want  the  people 
I love  at  risk  for  more  than  they've  had. 
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SCHACHT;  Well,  1 think  that  there  could  be  a confidentiality. 

POUND;  Yes,  I agree.  It’s  a factor.  But  I wonder  if  we  could 
not  possibly  deal  with  statistics  and  then  make  the  registry  on  a 
voluntary  basis  to  begin  with,  I really  think  you’ve  got  a strong 
voluntary  registry  within  the  Committee  to  Combat  Huntington's.  With 
that  much  development  in  10  years,  it's  phenomenal.  I've  been  like 
this  just  trying  to  keep  up.  So,  surely,  a voluntary  period  would 
almost  make  it  so  nobody  would  balk  about  mandatory  after  a while. 

GUTHRIE;  If  we  had  something  to  offer, 

POUND;  Yes. 

SCHACHT;  I think  that's  the  real  question,  if  you  could  do  some- 
thing for  them,  but  just  to  say,  "We've  got  your  name  on  a registry 
and  please  keep  us  updated  once  a yeair^'is... 

POUND;  Right.  But  if  you  say,  "If  you  let  us  use  your  name 
in  a registry,  you  will  get  absolutely  every  piece  of  information 
that  comes  out.  When  there  is  some  help,  we  will  be  the  first  to  know,’’ 
That's  a good  argument. 

SCHACHT;  With  regard  to  developmental  disabilities,  that  defini- 
tion is  being  looked  at  by  an  ad  hoc  committee  of  HEW. 

POUND;  Good.  That's  another  thing  I'd  like — could  I take  these 
answers  back  to  people,  too? 

SCHACHT;  Yes.  There  are  two  things  in  that.  I hope  that  they 
will  change  the  age  of  onset  from  18  to  lifetime;  certainly,  if  you've 
got  the  gene  when  you're  born,  that's  before  18.  And,  also,  develop- 
mental disabilities  is  a planning  grant  to  the  states;  it's  not  a 
service-delivery  grant;  and  it  does  not  exclude  any  other  disease.  It 
simply  says  you  must  plan  for  these  four,  but  if  your  state  council 
elects  to  plan  for  whatever  other  diseases  you  want  to  plan  for,  you 
have  every  option  to  do  that. 

POUND;  In  other  words,  my  role  is  to  bug  those  people  when  I 
attend  those  meetings  and  say. . . 

SCHACHT;  Yes.  That  where  the  needs  are  the  same,  then  they 
have  a responsibility. 

Thank  you,  Ms.  Pound.  Dr.  Elash? 
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TESTIMONY  OF 
DEWEY  ZIEGLER,  M.D. 

DEPARTMENT  OF  NEUROLOGY 
UNIVERSITY  OF  KANSAS  MEDICAL  CENTER 
(READ  BY  DANIEL  ELASH,  PH . D . ) 

ELASH:  My  name  is  Dan  Elash.  I'm  a clinical  psychologist;  I 
am  a senior  research  associate  with  the  Greater  Kansas  City  Mental 
Foundation;  and  I'm  a member  of  the  Board  of  Trustees  of  National 
CCHD. 


I have  some  comments  I would  like  to  make,  but  prior  to  that, 

I would  like  to  read  a statement  submitted  by  Dr.  Dewey  Ziegler  of 
the  Department  of  Neurology,  Uniyersity  of  Kansas  Medical  Center  in 
Kansas  City,  Kansas. 

"Huntington's  disease  must  be  currently  attacked  on  two  different 
Icycls.  Undoubtedly,  the  most  hoped  goal  of  arriving  at  some  type  of 
prevention  of  development  of  the  disease  depends  on  knowledge  of  the 
life  processes  of  the  nerve  cells,  since  it  is  this  function  of  these 
life  processes  of  cells  which  determines  the  cell  dropout  that  is 
characteristic  of  Huntington's  disease.  The  study  of  these  basic  life 
processes  of  nerve  cells  must  be  the  province  of  trained  biochemists 
who  will  be  studying  all  aspects  of  the  biology  of  the  nerve  cell. 

"This  work  must  be  done  in  laboratories  equipped  with  the  most 
complex  modern  equipment,  including  electronmicroscopes , ultracentri- 
fuge scintillation  counters,  to  name  only  a few  of  the  pieces  of 
equipment  which  are  now  used  in  neurobiology. 

"The  scientists  concerned  with  these  problems  must  be  left  free 
to  develop  their  own  ideas,  and  these  ideas  must  not  be  narrowly  re- 
stricted to  Huntington's  disease,  since  it  is  common  knowledge  that 
in  science  the  solution  to  one  problem  may  come  from  a discovery  in 
a far  distant  field. 

"On  another  level,  the  patients  and  their  families  with  Hunting- 
ton's disease  need  much  more  attention  to  the  problems  of  daily  liv- 
ing which  are  inherent  in  the  disease  and  its  effect  on  families. 
Practically  nothing  is  known  about  the  actual  efficacy  of  genetic 
counselling  in  this  condition  or  any  other  neurological  condition  of 
adult  onset;  nor  has  very  careful  analysis  been  made,  many  times,  of 
the  psycholgical  effect  of  the  illnesses  on  the  families  and  the 
optimum  ways  of  handling  these  problems. 

"To  return  to  these  two  major  areas  necessitating  treatment  and 
research,  there  are  many  laboratories,  at  the  present  time,  engaged 
in  fundamental,  neurobiological  studies  that  might  be  relevant  to 
Huntington's  disease.  The  major  problem,  however,  is  that  the  fund- 
ing of  such  laboratories  and  the  research  projects  that  they  generate 
is  now  at  a very  low  level  and  the  laboratories  are  thereby  suffering. 
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"If  the  budget  to  the  National  Institute  of  Neurological  Com- 
municative Disorders,  and  Stroke  were  increased  so  that  a larger 
percentage  of  approved  grants  concerning  basic  neurobiology  could 
be  funded,  this  would  probably  be  one  of  the  greatest  stimuli  toward 
discoveries  in  Huntington's  disease.  The  problems  of  discoveries  of 
advances  in  Huntington's  disease  are  certainly  relevant  to  a large 
number  of  other  progressive  diseases  of  the  nerve  cell;  namely, 
amyotrophic  lateral  sclerosis,  Alzheimen's  disease,  et  cetera.  The 
same  type  of  fundamental  neurobiological  research  is  relevant  to  all 
of  these  problems.  For  that  reason,  it  would  seem  to  me  to  be  the 
wisest  course  to  pursue  to  make  progress  in  this  dread  disease  is  to 
provide  a broad  base  of  support  for  quality  projects  in  neurobiology. 

"Clinical  research  centers  are  a tremendous  aid  in  research  in 
all  types  of  disease.  At  the  University  of  Kansas  the  clinical  re- 
search center  has  been  a stimulating  environment  for  the  generation 
of  research  projects  and  we  in  the  Department  of  Neurology  have 
utilized  this  center  heavily. 

"Concerning  the  registry  of  Huntington's  disease  families,  this 
might  well  be  useful  to  scientists  who  are  studying  the  disease. 
Concerning  the  problem  of  genetic  counselling  and  emotional  counselors 
it  would  seem  that  one  marked  need  is  for  all  professionals  who  en- 
counter these  patients  initially,  make  the  diagnosis,  and  are  obli- 
gated to  discuss  genetic  facts,  to  be  aware  of  the  psychological 
problems  engendered  and  the  optimal  ways  of  handling  the  same.  It  is 
clear  that  once  the  facts  concerning  the  disease  are  made  available 
to  patients  and  families,  many  questions  arise.  At  what  age  should 
children  be  advised  about  the  facts  of  the  disease  and  how  directive 
should  counselling  be?  Studies  should  be  mounted  to  approach  these 
problems , " 

This  completes  Dr.  Ziegler's  statement. 

TESTIMONY  OF 
DANIEL  ELASH,  PH.D. 

GREATER  KANSAS  CITY  MENTAL  HEALTH  FOUNDATION 
KANSAS  CITY,  MISSOURI 

ELASH:  My  concern  in  coming  here  is  to  speak  about  research  on 

the  psychosocial  aspects  of  Huntington's  disease.  I've  been  listening 
.to  the  families  and  to  the  line  professionals  who  are  working  with  the 
families  comment  on  the  problems  and  you  don't  need  for  me  to  go  into 
the  details  of  what  happens  in  the  disease. 

But  in  relating  to  Dr.  Ziegler's  statement,  we  do  not  know  what 
the  impact  of  the  disease  has,  what  that  impact  is  on  the  various 
families  that  meet  it.  This  is  because  the  disease  strikes  each  indi- 
vidual in  an  individualized  way  and  each  family  in  a different  way. 
Effects  of  the  illness  impact  far  beyond  the  victim,  reach  to  the 
family  and  to  the  functioning  of  those  family  members,  whether  they 
are  at  risk,  or  whether  they  are  extended  family  members  who  are 
involved  by  emotional  ties  with  the  people  who  are  ill. 
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w«-  tio  not  know,  nor  has  attention  been  put  to  how  do  families 

With  the  specific  impact  of  the  disorder.  Some  families,  we 
know  , have  cjrown  stronger,  have  grown  closer  in  their  efforts  to 

With  the  impact  of  the  disorder.  Many  more  families  have  been 
limping  along,  somewhat  crippled,  somewhat  hindered  by  the  changes 
that  have  been  brought  by  the  disorder.  Some  families  have  been 
totally  devastated,  yet  Dr.  Ziegler's  statement  asks  that  we  tell 
this  to  genetic  counsellors  and  to  psychologists  or  therapists;  tell 
them  how  families  do  cope  and  give  them  that  information  so  they  can 
help  other  families.  We  don't  know  why  some  families  succeed  where 
others  fail;  we  don't  understand  the  dynamics  for  how  families  suc*- 
cess fully  cope. 

And  yet,  if  you'll  look  at  the  studies  on  rehabilitation  ef- 
forts over  the  past  20  to  30  years,  a major  emphasis  on  recovery 
from  an  accident,  or  catastrophic,  or  disabling  illness  is  the  family. 

A major  factor  that  the  rehabilitation  worker  looks  to  is  the  support 
of  a family. 

In  Huntington's  disease,  specifically,  but  in  most  of  the  chronic 
or  long-term  neuromuscular,  neurological  disorders,  we  don't  under- 
stand what  families  need  to  do  to  successfully  cope.  Part  of  the  prob- 
lem is  that  it  affects  each  family  a little  differently,  depending  on 
their  resources,  depending  on  their  specific  problems,  their  specific 
state . 

Until  we  understand  how  families  cope,  looking  at  the  successful 
families,  as  well  as  the  unsuccessful  families,  looking  at  families 
who  are  at  risk  for  whom  no  illness  develops,  as  well  as  the  families 
who  are  plagued  with  the  disorder  at  the  present  time,  we  will  not 
understand  how  families  go  about  marshalling  their  resources  to  meet 
their  needs. 

The  other  aspect  relating  to  the  last  testimony  about  multi- 
disciplined  approaches,  studies  and  treatment,  we  find  that  the  neuro- 
logical disorders  impact  families  on  a wide,  wide  range  of  functions. 
It's  more  than  just  the  person  who  is  disabled  sitting  at  home  and 
not  being  able  to  work.  It  affects  the  children;  it  affects  finances, 
recreation,  job,  insurance — we  can  go  on — and  it  has  been  told  to  you 
today  how  wide  that  range  is. 

We  need  to  understand  how  a person  with  the  disorder  interacts 
with  a very  complex  and  complicated  environment  to  meet  their  needs, 
and  how  chronic,  degenerative,  neurological,  neuromuscular  disorders 
interfere  with  that  coping  process.  So  far,  I can  do  little  more  than 
echo  the  phrases  of  many  people  interested  in  research  in  this  field 
that  woefully  little  has  been  done,  hardly  anything  is  understood,  and 
we  need  support  to  find  that  kind  of  knowledge  before  we  can  effec- 
tively offer  professional  help  to  families  and  offspring  in  coping  with 
the  impact  of  Huntington's  disease  or  any  other  neurological  disorder. 

Thank  you . 
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GUTHRIE;  I have  a question,  Dan,  Knowing  full  well  what  you're 
saying  is  so  important  to  us  and  to  our  families,  have  you  any  sug- 
gestion as  to  where  you  think' — under  what  National  Institute  of  Health 
do  you  think  it  would  be  appropriate  to  look  for  this  kind  of  funding 
for  this  kind  of  research?  I know  it's  a tough  one,  I'm  just  think- 
ing to  myself  out  loud.  Now,  I don't  know  whether  we  should  go — is 
it  appropriate  to  go  to  the  National  Institute  of  Mental  Health,  or 
to  go  to  NINCDS — under  what  do  you  call  this? 

ELASH:  I don't  know.  You  know,  what  I call  it  is  pyschosocial 

adjustment. 

GUTHRIE:  You  don't  have  an  institute  for  family  living. 

ELASH;  No.  That's  part  of  the  problem  is  that  resources  are 
scattered  and  you  can  make  a case  for  doing  this  kind  of  research 
out  of  the  National  Institute  of  Neurological  Communicative  Disorders 
and  Stroke.  But,  as  Dr.  Ziegler  and  the  medical  doctors  feel,  that 
should  really  be  the  bailiwick  of  the  neurobiologist,  of  what  they 
call  basic  researchers.  You  could  go  to  the  National  Institute  of 
Mental  Health,  but  their  funding  priorities  extend  over  a wide  range 
as  well.  And  for  them... 

GUTHRIE:  Maybe  we  ought  to  introduce  them  to  this  subject. 

ELASH;  Well,  it  has  been  done.  I don't  want  to  make  it  sound 
as  if  NIMH  is  totally  ignorant  of  what's  happening.  But  part  of  that 
problem  is  that  with  tight  monies,  with  each  institute's  own  priorities 
they'll  say,  "Oh,  research  in  Huntington's  disease;  that's  really  a 
medical  problem,  isn't  it?" 

GUTHRIE;  I'm  talking  about  research  in  what  you  said,  family 
coping. 

ELASH;  There  is  also  some  talk  among  professionals  that  I know 
that  a place  to  go  might  be  the  new  agency  on  aging,  being  that 
Huntington's  symptoms  are  similar  to  the  rapid  aging  process  of  the 
cells  and  there's  some  interest  generated  in  that  area.  My  feeling 
is  that  it  would  be  difficult  to  get  funding,  and  this  is  an  assump- 
tion more  than  proven  fact,  because  I haven't  gone  to  all  of  them, 
but  my  guess  is  that  it  would  be  much  easier  to  approach  NIMH  than  it 
would  be  the  National  Institutes  of  Health. 

WEXLER;  Since  we're  in  the  same  profession,  Dan,  I want  to  ask 
you  a string  of  questions.  Don't  take  them  personally,  because  I have 
a guess  at  the  answer.  Would  you  say  that  in  your  training  you  were 
given  very  much  or  any  exposure  to  people  with  physical  diseases  that 
could  cause  severe  psychological  problems? 
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KLASM:  I was  very  fortunate.  I attended  graduate  school  at 

the  University  of  Kansas,  which  was  one  of  the  only  graduate  schools 
in  the  country  in  psychology  to  have  a specialized  program  in  rehabil- 
itation psychology  and  some  of  the  leading  authorities  in  the  country 
teach  there.  I was  exposed  to  them  and  that's  partially  how  I became 
involved  with  this.  But  it  was  very  rare.  And  if  I would  check  with 
my  colleagues,  most  of  them  have  no  exposure  whatsoever. 

WEXLER:  Would  you  guess  that  your  colleagues  would  recognize  a 

Huntington's  patient  if  the  person  walked  in  the  door? 

ELASH:  No.  I don't  have  to  guess;  I can  be  sure  of  that. 

WEXLER:  Would  you  recommend  then  that  psychologists  and  psychi- 

atrists get  increased  training  in  the  kinds  of  diseases  that  have  no 
behavioral  components? 

ELASH:  I certainly  would.  And  since  we  have  somebody  from  medi- 

cal education  going  to  speak  a little  later,  you  might  ask,  I don't 
know  : What  might  also  be  appropriate  to  have  the  physicians — young 

physicians  also  being  trained  in  and  what  are  the  psychological  effect 
of  the  impact  of  a great  number  of  these  disorders? 

WEXLER:  Would  you  say  that  in  the  training  of  your  colleagues, 

outside  of  this  specialized  program  of  which  you  say  it's  one  of  the 
few  in  the  country,  that  psychologists  are  trained  in  the  normatives, 
emotional  responses  to  any  physical  disease  whatsoever? 

ELASH:  Any  training  such  as  that  would  be  limited,  at  best. 

WEXLER:  You  mentioned  something  which  I think  is  absolutely 

critical  and  I don't  hear  it  very  often;  and  that  is,  to  look  at 
people  who  cope,  as  well  as  the  people  who  don't  cope.  I think  that 
much  of  our  focus  is  on  the  casualties  and  it's  been  extremely  inter- 
esting to  me  to  see  that  in  schizophrenia  research  some  people  are 
beginning  to  get  interested  in  this  question  also.  Why  is  it  that 
some  kids  come  out  of  the  most  completely  devastated  environment  so 
fantastic  and  feisty  and  make  their  way;  and  I think  the  same  ques- 
tions can  be  asked  of  Huntington's  families.  And  I know  in  this 
chapter  that  there  are  some  extraordinary  people  who  have  had  tre- 
mendously difficult  life  circumstances. 

ELASH:  And  although  we  might  not  like  to  admit  it,  the  only  way 

we're  going  to  learn  how  families  cope  is  by  being  taught  by  the  ones 
who  are  successful. 

WEXLER:  That's  fine.  I just  wanted  to  get  you  to  say  for  the 

record  that  you  think  that  that  is  something  worth  funding  and  worth 
studying  as  a psychologist. 
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ELASH:  Oh,  I think  it  certainly  is,  I don’t  think  we'll  learn 

any  other  way.  Let  me  say,  it's  more  than  just  how  do  you  cope,  be- 
cause what  we're  talking  about  is  the  type  of  family  support  that  a 
person  gets  can  have  a great  deal  of  impact  on  the  course  of  the 
illness,  on  how  rapidly  a person  deteriorates,  on  how  long  they  need 
to  be  hospitalized,  or  institutionalized.  It  also  really  has  a great 
deal  of  impact  upon  the  family  functioning  itself.  Let's  take  a look 
at  the  kids. 

In  my  doctoral  dissertation,  studying  people  who  were  at  risk 
for  Huntington's  disease,  I found  that  in  each  family  brothers  and 
sisters  would  pick  each  other  to  be  the  one  who  was  going  to  get  the 
disease.  Now,  they  did  it  very  quietly  and  they  did  it  very  secretly; 
in  their  own  minds,  they  assumed  that  Sally  is  the  one  who  is  most 
like  mom,  she's  the  one  who's  going  to  get  it;  I'm  kind  of  safe. 
Logically,  they  knew  that  it  was  meaningless  whether  Sally  had  the 
disorder  or  not,  they  could  still  get  it.  But  taking  a sibling  who 
they  weren't  particularly  close  to  and  designating  that  person  as  the 
one  who  was  going  to  get  the  disease  provided  some  psychological  com- 
fort. I don't  understand  how  that  works,  as  a psychologist.  I don't 
know  what  price  is  paid  within  the  family  for  that  kind  of  psychological 
safety. 

WEXLER;  Guilt. 

ELASH;  Okay,  that's  a part  of  it.  But  what  else?  And  how  can 
we  cope  with  that,  how  can  we  work  with  it,  what  can  we  really  explain 
to  people?  It  is  very  common  and  normal.  And  what  is  a real  problem 
and  what  do  you  need  to  do  to  cope  with  those  things?  All  of  these 
can  come  by  looking,  not  only  at  families  who  are  devastated,  but 
families  who  have  managed,  by  hook  or  crook,  or  luck  or  skill,  to  do 
well;  to  grow  stronger  or  closer,  or  at  least  survive. 

WEXLER;  Just  one  last  question  for  the  record.  I don't  know 
how  much  contact  you  may  or  may  not  have  had  with  the  community  health 
centers,  but  they  have  a very  extensive  network  throughout  the  country. 
Do  you  think  that  it  would  be  advisable  to  have  specialized  training 
programs  for  psychologists,  psychiatrists,  social  workers  within  that 
community  mental  health  network  to  teach  them  about  the  special  prob- 
lems of  people  with  chronic  neurologic  and  genetic  disease? 

ELASH;  I think  it  would  be  extremely  valuable.  In  my  experience 
with  mental  health  centers  in  the  Kansas  City  area — and  I've  had  sev- 
eral years  of  experience  there — I have  never  seen  a case  of  cooperation 
between  a community  mental  health  center  and  a hospital,  except  when 
somebody  got  too  crazy  to  be  treated  as  an  outpatient  they  would  refer 
them  to  the  psychiatric  ward.  But  we  have  never  had  people — families, 
for  instance,  in  which  one  member  has  just  had  a heart  attack  and  is 
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nuw  being  released  from  the  hospital,  being  sent  to  the  mental  health 
c»*nt-er  for  some  support  in  lifestyle  changes  or  how  to  cope.  We  have 
not  had  anyone  from--I  once  worked  at  a mental  health  center  four 
blocks  from  Dr.  Ziegler's  office.  Dr.  Ziegler  does  a great  number 
of  the  diagnostic  evaluations  for  Huntington's  disease  in  the  area — 
he  and  the  people  in  the  neurology  department  there,  I have  never 
seen  anyone  come  from  Dr.  Ziegler's  office  down  the  road  to  the 
mental  health  center  for  support  after  being  diagnosed, 

WEXLER:  Did  you  ever  ask  him  why  not? 

ELASH:  We've  talked. 

WEXLER:  I'd  be  curious  to  know  what  the  impediment  is. 

POUND:  For  the  same  reason  you  have  to  have  a physician  to  certi- 
fy that  this  patient  needs  home  health  care.  And  if  he  neglects  to  sign 
the  order,  forget  it;  you  cannot  get  the  public  health  visiting  nurse. 
And  if  he's  too  busy,  in  the  small  towns  where  they're  traditionally 
doctor  short,  if  it  takes  3 days  to  get  through  me  to  get  it, you 
know--to  catch  me  at  the  time  to  ask  him,  "Will  you  sign  this  so  we 
can  send  the  public  health  nurse  out  there?" — you're  dead-free.  By 
that  time  the  person  has  gone  3 days  and  no  baths.  You  know,  this 
is  the  problem  you  run  into  with  this  kind  of  thing.  The  physician 
doesn't  need  to  be  the  only  decision  maker  in  this  factor. 

SCHACHT:  I think  you've  got  another  problem  with  mental  health 

centers  of  the  national  network,  because  I doubt  there  are  any  two 
that  are  alike,  either  in  the  attitude  of  the  staff  or  in  the  capabil- 
ities of  the  staff. 

ELASH:  True.  But  there  are  five  major  areas  where  services  must 

be  provided,  and  five  recommended  areas  where  service  should  be  pro- 
vided, as  spelled  out  in  the  community  mental  health  center  function. 

And  my  experience  has  been  that,  even  if  the  hospitals  would  have 
sent  all  of  the  appropriate  referrals  to  the  mental  health  center,  the 
mental  health  center  would  not  have  known  what  to  do  with  them.  Those 
are  required  and  recommended;  that  doesn't  necessarily  mean  they're 
available . 
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Ms.  Charlotte  Nichols  and  Dr.  Robert  McFarland,  Ms.  Nichols? 

NICHOLS:  We  have  someone  unscheduled  with  us,  my  husband,  Jerry. 
In  the  course  of  what’s  gone  on,  he  wants  to  be  my  moral  support,  and 
I need  it. 


TESTIMONY  OF 
CHARLOTTE  NICHOLS 
MARSHALLTOWN,  IOWA 

NICHOLS:  Okay,  I'm  going  to  share  my  personal  life,  and  his, 

with  you.  And  it's  going  to  be  most  difficult  because  anything  that 
touches  the  heart  is  hard  to  the  voice.  So,  please  bear  with  me. 

And  then  after  I finish  I do  have  a few  comments  I want  to  make  in 
regard  to  things  that  came  across  my  mind  as  other  people  spoke  and 
I'd  like  to  comment  on  those,  if  I could  take  time  in  it. 

How  many  crises  can  one  lifetime  bring  to  a man.  As  a little 
boy,  a neighbor  boy  confronted  him  with  the  unbelieveable  statement, 

'You  are  adopted."  He  later  enlisted  in  the  Navy,  finding  it  a relief 
to  get  away  from  the  drinking  of  his  father.  Shortly  after  enlisting 
he  married.  For  3 years  this  couple  had  no  children.  They 
adopted  a little  girl;  2 years  later,  father  and  daughter  were 
abandoned.  Trying  to  be  mother  and  father  was  not  an  easy  task  for 
him.  At  this  point  in  time  I met,  fell  in  love,  and  married  this  man. 

In  spite  of  all  that  had  happened,  I found  him  still  kind,  tender- 
hearted and  even  tempered.  We  thought  the  problems  of  a lifetime  for 
one  man  must  be  over — not  so. 

After  5 years  of  marriage,  no  major  marital  problems,  a steady 
job  with  Chicago  Northwestern,  fathering  a boy  and  a girl,  trusting 
in  the  Lord,  and  becoming  a God-honoring  man,  it  happened.  HD  symptoms 
began  to  strike.  The  trust  he  held  in  me  was  gone;  moods  would  change 
abruptly--instant  mad  and  then  instant  glad.  I began  to  blame  myself 
but  could  not  find  a reason  why  things  were,  suddenly  changing.  Prob- 
lems arose  at  work  for  him;  he  was  forgetting  things, and  he  wasn't  carry 
ing  out  his  activities  as  quickly  and  accurately  as  he  always  had. 

It  was  either  railroad  company  doctor,  here  I come,  or  lose  my  job. 

He  goes  in  for  a physical;  no  tests,  no  X-rays,  or  physical  was 
given.  The  verdict  was,  "You  are  a mental  health  case  and  you  will 
make  regular  visits  on  your  day  off,  at  your  expense,  or  lose  your 
job."  Visits  to  the  mental  health  clinic  were  for  4 months. 
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< )n  the  day  of  our  moving  into  our  new  home  the  phone  rang.  My 
husband's  employer  was  requesting  that  he  sign  medical  leave  papers 
in  hopes  he'd  get  things  straightened  out  over  the  next  3 months. 
His  leave  was  extended  for  3 more  months.  After  10  months  of 
no  answers,  numerous  doctor  bills,  and  medication  expenses^  daddy's 
becoming  more  irritable  and  much  like  a zombie  under  the  guesswork 
of  drugs;  mommy  goes  to  work  to  supplement  medical  leave  insurance 
benefits,  tries  to  maintain  the  home  and  meet  the  needs  of  the 
children,  all  the  time  wondering,  what  is  happening  to  my  husband. 

After  much  frustration  and  expense,  we  went  to  our  family  doctor. 
Me  suggested  we  go  to  Rochester  for  extensive  tests.  Appointments 
for  my  husband  and  arrangements  for  the  children  were  made.  Four 
days  of  anxiety,  testing  and  expense  produced  a diagnosis  of  HD.  The 
shock  was  great--terminal , no  cure,  hereditary,  degenerative  illness, 
rare,  hopeless.  We  went  home  helpless. 

Some  of  the  problems  encountered  in  the  last  2 years  since  our 
trip  to  Rochester  are  not  allowed  to  return  to  work,  expenses  prior 
to  the  diagnosis  forced  need  for  Social  Security  Disability,  cost  of 
living  for  family  of  five  cannot  be  met  by  Social  Security  entirely. 
Because  of  the  increasing  needs  of  my  husband,  I am  forced  into  an 
impossible  situation;  can't  afford  to  work,  can't  afford  not  to. 

Few  doctors,  organizations,  employers  and  friends  understand 
what  HD  is  and  what  the  needs  are.  Counselling  is  needed.  Where  do 
we  go  for  help?  What  do  all  these  Government-funded  initials  stand 
for?  What  services  do  they  provide?  How  can  I seek  help  if  my  hours 
are  the  same  as  theirs?  Why  can't  there  be  an  information  and  a 
referral  center  in  each  area?  Why  Medicare  for  disabled,  not  entire 
family? 

I must  maintain  life  and  medical  insurance  for  my  children  and 
myself.  My  expenses  are  every  bit  as  great  as  a divorcee  with  three 
children  who  receives  housing,  babysitting,  education,  food  stamps, 
medicines,  dental,  optical,  and  medical  care.  While  working  I had 
to  pay  sitters  and  wasn't  allowed  to  deduct  it  from  my  income  tax 
because  my  husband  was  home  not  being  cared  for — an  unfair  assumption 
that  he  could  care  for  the  children.  He  was  not  alert  enough  to  care 
for  my  3 and  5-year  old  children. 

One  of  the  biggest  dangers  throughout  this  whole  event  is  the 
mental  anguish  the  family  faces.  Six  out  of  nine  of  my  husband's 
original  family  members  have  HD.  The  illness  is  not  possible  to  accept; 

trying  to  maintain  a normal  lifestyle  for  the  children  as  both  mother 
and  father  is  difficult.  How  can  I keep  our  family  together? 

As  a member  of  CCHD,  my  plea  is,  please  help  us  fight.  Can  you 
be  that  ray  of  help  and  will  you  be  that  ray  of  help? 
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If  I could  I would  like  to  go  on  with  a few  comments  I made  in 
regard  to  the  care  centers  that  were  mentioned  for  HD  people.  Some 
of  this  research  that  I've  done  has  not  been  real  complete  because 
of  lack  of  time  in  trying  to  maintain  what  needs  to  be  done--and  you 
all  know  what  it  takes  to  maintain  a family.  But,  for  instance,  there 
is  adequate  care  in  places  for  people  that  are  what  you  would  call 
mentally  retarded.  Now,  I get  real  upset  when  people  feel  that 
Jerry  has  no  sense  of  understanding,  because  he  does.  He's  not  re- 
tarded. It  just  takes  him  a little  longer  to  say  than  it  does  me. 

He's  not  elderly,  so  anything  for  the  aged  is  not  adequate  for  him. 

He's  kind  of  like  a fish  out  of  water  wherever  you  take  him. 

Being  at  risk  should  not  hinder  adoption,  I feel.  We  need  to 
have  a normal  lifestyle  for  the  non-af f licted , but  the  potential 
victim.  We  have  a real  first-hand  situation  where  our  oldest  is 
adopted.  Our  next  two  are  our  own;  the  last  two  are  potential  vic- 
tims. They  have  learned  to  love  a sister  that  is  adopted.  And  I 
know  that  they  could  adopt  and  love  a child  of  their  own  if  they 
could  their  sister.  But  if  it  goes  on  the  record  that  they  are 
potential  HD  victims,  well,  that  would  also  make  it  impossible  for 
them  to  not  have  children  if  they  should  decide  to  have  a vasectomy 
or  a tubal  ligation,  like  was  suggested.  So,  you  might  cut  off  all 
possibility  of  carrying  on  what  we  need  as  human  beings,  a home  and 
someone  to  care  for. 

Social  Security  Disability  limits  the  amount  of  earned  income 
for  the  disabled,  and  even  more  so  than  a person  who  is  elderly.  His 
restraints  are  even  greater  than  a person  that's  elderly,  and  in  a lot 
of  cases,  his  capabilities  are  more  than  the  elderly. 

In  regards  to  spouses  could — I feel,  and  I'm  speaking  for  myself 
— but  I feel  that  spouses  could  be  trainers  for  other  individuals. 

I have  been  able  to  train — not  like,  sit  down  in  sessions,  but  just 
kind  of  counselling  friends,  and  nurses,  and  people  that  have  had  to 
continue  on  like  we  have.  They  have  to  know  how  to  react  and  I can 
sympathize  with  this.  And  I'd  be  willing  to  do  more,  and  I'm  sure 
other  spouses  would  be  too,  but  whenever  you  take  on  a new  obligation, 
then  you  have  to  let  something  else  slide,  and  as  the  stable  person — 
and  not  by  choice,  because  I don't  want  to  rob  my  husband  of  that 
responsibility--but  as  being  the  mainstay  of  the  family,  I can't 
forfeit  the  well-being  of  my  children  and  I have  to  meet  my  expenses 
and  so,  my  time  has  to  be  delegated  in  those  areas.  But  it  isn't 
that  we're  not  willing  to  help. 

We  need  some  help  in  some  of  those  areas,  for  instance,  maybe 
someone  coming  in  to  help  care  with  the  kids  so  that  we  wouldn't  lose 
that  expense,  coming  into  the  home  and  maybe  helping  me  with  the  chores 
so  that  it  would  take  less  time  so  that  I could  designate  some  of  my 
time  to  what  is  needed  as  far  as  research  and  making  it  more  knowl- 
edgeable for  people  that  want  this  information. 
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And  then,  a comment  that  has  never  been  shared.  There  is  a 
danijer  of  spouses  designating,  in  their  own  minds,  which  child  might 
have  it.  For  instance,  I have  two  and  you  want  for  neither  of  them 
to  have  it,  and  yet,  you  have  to  be  realistic  about  it,  just  like 
you  have  to  accept,  maybe,  a mate  having  this.  And  I'm  not  sure 
even  our  designated  child,  as  you  might  say-'-'we  say,  okay“-Stephanie 
and  Jerry  are  my  two  little  children.  And  I might  say,  now, 

Stephanie  is  probably  the  one,  and  this  is  very  unfair,  even  for 
myself.  But  I'm  not  sure  if  we're  choosing  it  because  the  character- 
istics that  show  up  are  like  their  dad.  I don't  know  if  those  are 
really  symptoms,  or  if  they're  just  learned  character.  We  take  on 
many  of  the  characteristics;  we  try  and  imitate  our  parents.  And  so, 
some  of  these  things  might  not  be  uncontrollable;  they  might  have  been 
learned  and  not  be  a symptom.  So,  we're  really  unfair  in  that  deci- 
sion too,  and  I understand  this,  but  it's  very  normal  to  wonder. 

GUTHRIE:  Earlier  in  the  day  I spoke  to  Jerry,  Jerry,  could  you, 

just  to  prove  that  you're  a whole  person  sitting  right  there,  won't 
you  just  tell  us  something  about  yourself?  For  instance,  did  I under- 
stand your  wife  to  say  that  you  were  adopted? 

J.  NICHOLS:  Yes. 

GUTHRIE:  Did  you  know  your  parents? 

J.  NICHOLS:  When  I got  to  know  them  was  when  I was  about  nine, 

I think  it  was.  My  mother  said  that  she  had  to  go  to  a funeral  and 
that's  the  way  I learned  about  being  adopted  when  I went  to  my  mother's 
funeral.  I was  adopted  by  my  aunt,  so  that  was  my  dad's  brother. 

GUTHRIE:  And  that's  how  you  found  out  that  other  members  of 

your  family  since  have  had  Huntington's? 

J.  NICHOLS:  Yes.  I went  back  to  visit  them  in  Davenport  and 

we  found  out  more  than  that  and  what  we  figured. 

GUTHRIE;  If  you  could,  is  there  something  that  you  would  like 
to  do  that  you're  not  doing? 

J.  NICHOLS:  Well,  I'd  like  to  get  out  of  that  house. 

(Laughter . ) 

GUTHRIE:  That's  a very  important  statement,  dear.  Thank  you. 

J.  NICHOLS:  My  wife  tells  me  I smoke  too  much, 

GUTHRIE;  So  that,  if  you  had  the  opportunity  to  go  to  a place 
where  you  could  be  useful  doing  something,  you  would  be  glad  to  do  it? 

J.  NICHOLS:  Yes,  I would. 
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GUTHRIE:  That's  very  important  documentation  and  I want  to 

thank  you  for  speaking  up.  I think  sometimes  we  forget  on  our  tape 
that  we  have  a voice  of  someone  with  Huntington's  disease.  You  know, 
people  will  think  that  you  just  sit  there,  that  you  can't  say  any- 
thing and  we  know  that's  not  true, 

J.  NICHOLS:  Oh,  the  hell  with  that.  Somebody  has  got  to  come 

up  here  and  talk  sometime,  I guess, 

GUTHRIE:  That's  great,  thank  you. 

SCHACHT:  Thank  you.  Dr.  McFarland? 

TESTIMONY  OF 

ROBERT  B.  MCFARLAND,  M.D, 

UNIVERSITY  OF  MISSOURI  MEDICAL  SCHOOL 
KANSAS  CITY,  MISSOURI 

MCFARLAND:  I'm  Bob  McFarland.  I teach  at  the  University  of 

Missouri  in  Kansas  City.  I moved  there  last  year  from  Colorado  where 
I had  practiced  internal  medicine  for  about  15  years.  Before  that 
I had  done  hospital  work,  learning  my  trade.  I graduated  from  the 
University  of  Iowa. 

I'm  not  sure  that  I have  ever  treated  anyone  with  Huntington's 
disease.  I may  have  met  people  and  forgot  them,  or  I may  have  met 
people  and  missed  the  diagnosis,  but  I'm  not  aware  of  the  experience. 
What  I wanted  to  talk  to  you  about  was  not  so  much  my  experience  in 
that,  but  in  medical  organizations  and  medical  bureaucracies,  because 
I think  you're  about  to  form  a medical  organization  and  I hope  you 
form  a real  good  one,  because  we've  got  a lot  of  poor  ones  around. 

I've  been  in  the  Navy  Reserve  for  20  years;  that's  about  a standard 
bureaucracy,  I would  say.  It's  not  a good  one,  and  it's  not  a bad 
one,  it's  an  average  one  and  I'm  well  aware  of  the  faults  and  the 
defaults  of  such  organizations.  But  you  folks  are  going  to  form  a 
new  kind  of  medical  organization  and  I want  to  put  my  two  cents  in. 

I have  worked  in  the  starting  of  a free  clinic  which  took  care 
of  hippies  r ^ rural  clinic  which  took  care  of  migrant  farm  workers 
in  Southern  Colorado,  an  abortion  clinic  which  provided  cheap 
outpatient  abortions  when  the  Supreme  Court  changed  the  law,  and  a 
methadone  program  for  narcotics  addicts.  One  of  the  things  I learned 
from  that  experience  is  that  organizations  work  better  when  the  people 
with  the  problem  run  them. 

Now,  the  medical  profession — and  my  dad  was  a physician — taught  me 
that  you  have  to  keep  medical  organizations  under  the  control  of  the 
medical  profession.  Now,  I'm  not  too  sure  why  he  believed  that. 

Most  of  the  things  he  taught  me  were  right,  but  I think  that  one  was 
wrong.  I didn't  discuss  it  the  last  10  years  of  his  life.  He  was 
crippled  with  rheumatoid  arthritis  for  the  last  15  years  so  he  might 
have  changed  his  mind;  I'm  not  sure. 
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I think  you've  got  to  keep  medical  organizations  under  the  con- 
trol of  the  people  with  the  illness,  first,  and  of  the  whole  society, 
second.  Now,  when  you  form  your  organization  to  combat,  control, 
deal  with,  whatever--!  don't  even  like  the  term  "combat"  because  it's 
kind  of  militaristic.  When  you  form  your  organization  to  try  and 
deal  with  genetic  diseases  or  all  chronic  debilitating  diseases,  or 
whatever  it  is  that  you  turn  out  to,  I think  you  ought  to  put  people 
at  risk  from  genetic  diseases  in  the  majority  of  all  the  positions. 
Now,  that  would  include  people  with  cerebrum  ataxia,  as  well  as 
Huntington's  disease,  because  if  you  put  people  at  risk  in  the  jobs, 
they  are  close  to  the  people  that  have  the  disease  and  some  of  them 
will  get  the  disease,  and  the  organization  will  then  be  intimately 
aware  of  the  problems  that  it's  trying  to  deal  with.  And  you  can  kind 
of  set  a pattern  for  our  whole  medical  hierarchy,  or  disease — you 
know,  the  business--it ' s called  the  health  industry,  or  something. 

So  far,  it's  a tightly-controlled  organization,  military  in  structure 
and  with  many  disadvantages. 

Now,  the  reason  I think  you  could  do  a lot  of  good  by  making  re- 
quirements that  people  with  the  genetic  disease  risks  be  the  majority 
workers,  first  of  all,  you  would  get  them  out  of  the  closets--you ' re 
worried  about  this  registry.  I,  too,  worry  about  registries,  but  if 
people  were  going  to  get  rewarded  for  being  at  risk,  then  they  might 
get  interested  in  finding  it  out.  And  that  would  provoke  such  a 
controversy  in  the  country  that  you  would  have  the  educational  efforts 
done  in  a hurry  because  people  would  have  to  go  get  doctors'  certifi- 
cates, "Yes,  I am  at  risk," and  then  there  would  be  the  exact  opposite 
of  what  you're  having  now,  which  is,  it's  more  advantageous  to  ignore 
it  than  it  is  to  find  it. 

In  my  experience,  people  with  handicaps  work  harder.  They  do-- 
well,  you  know,  they  care  better.  Doctors  are  no  good  unless  they've 
had  the  illnesses  that  they're  treating,  and  you  can't  have  all  the 
illnesses  you're  trying  to  treat.  So,  some  guys  with  diabetes 
specialize  in  taking  care  of  diabetics,  and  so  forth,  and  so  on. 

There  are  ways  in  which  your  own  experiences  teach  you  much  more 
than  watching  somebody  else  be  sick.  And  that's  my  idea. 

GUTHRIE:  I just  have  to  comment,  I agree  up  to  a certain  point, 

but  I want  to  point  out  to  you,  one  of  our  problems.  Because  the 
public  has  been  miseducated  to  believe  that  they  can  buy  cures  for 
HD  or  any  other  disease,  a lot  of  people  who  are  involved  with  the 
disease  are  not  interested  in  90  percent  of  the  things  that  we're 
talking  about  in  terms  of  public  education  and  social  management, 
and  want  to  take  every  dollar  they  make  and  say^  give  it  to  the  man 
with  the  white  coat  and  test  tube.  And  those  people  in  our  kind  of 
agencies  are  very  difficult,  because  they  won't  let  us  do  anything 
but  that.  So,  I like  what  you're  saying,  but  I want  you  to  hear  what 
I'm  saying. 
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MCFARLAND;  I know  what  you’re  saying  too,  I’m  very  familiar 
with  that  phenomenon  also.  You  just  have  to  meet  a few  people  with 
white  coats  and  test  tubes  to  know  that  they’re  not  any  smarter  than 
anybody  else,  you  see.  Once  you  have  done — 'once  you  break  that  aloof 
— or  that  mystique,  then  people  are  ready  to  get  down  to  business. 

Certain  people  adopt  mystiques  or  professional  jargon,  or  what- 
ever, in  order  to  maintain  power.  When  you  have  an  organization  that 
is  primarily  run  by  the  children  of  people  with  genetic  diseases, 
there  isn’t  going  to  be  much  aloofness,  mystiqueness . It’s  going  to 
be  a "let's  get  the  job  done"  organization.  People  with  disease, 
naturally,  clutch  at  the  hope,  you  see.  And  those  people  with  white 
coats  and  test  tubes  are  no  different  than  anyone  else  who  promises 
salvation  without  demonstrating  results. 

There  are  a lot  of  people  who  profess  because  they  cannot  do', 
and  that's  what  professional  means — one  of  the  meanings  is  to  profess 
an  ability  that  you  don't  really  have.  It’s  in  the  dictionary;  that's 
not  my  definition. 

(Laughter. ) 

GUTHRIE;  I’m  assuming,  and  I can  put  for  the  record  that  you  are 
interested  then  in  working  with  all  the  genetic  diseases  in  some  shape 
or  form,  or  all  the  neurological,  or  something.  We're  looking  for 
some  larger  group. 

MCFARLAND;  I think  they  give  us  a unique  opportunity  to  take 
advantage  of.,, I would  hate  to  keep  on  doing  the  same  thing  that  we've 
been  doing,  which  is  shunning  people  because  they  might  get  sick. 

We're  all  going  to  get  sick.  I mean,  some  people  are  just  running 
better  odds  than  the  rest  of  us.  And  so,  they  provide  us  a very 
unique  opportunity  to  put  compassion  into  our  industry — the  health 
industry. 

WEXLER;  I think  that  I disagree  with  you,  Marjorie,  about  the 
interest  of  a lot  of  family  members  who  feel  that  it’s  either  research 
or  nothing.  I think  that  many  people  really  feel  very  strongly  that 
basic  research  is  the  only  avenue  whereby  we  have  any  chance  for  a 
treatment.  That  you  can’t  buy  it,  you  can’t  guarantee  it,  but  if  you 
don’t  have  the  support  for  it,  there  isn't  going  to  be  a treatment. 

I think  that  there  are  very  complex  reasons  for  why  families  may 
or  may  not  become  involved  with  the  organizations  that  are  trying  to 
do  something  about  the  disease.  And  I think  that,  actually,  the 
Nichols’  testimony  was  really  very  superb  and  very  eloquent  about 
some  of  those  families-'-some  of  the  problems-”-because  a family  has 
so  many  difficulties  trying  to  be  a family  that  they  don’t  have  lots 
of  time,  and  they’re  not  paid  for  it,  and  so  they  have  to  have  out- 
side jobs. 
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And,  even  though  you  were  saying,  Mrs,  Nichols,  that  you’d  be 
; 1 .id  lo  volunteer  some  training  time,  that  you  just  can't  find  the 
? irm*  to  do  that.  And  there  must  be  some  part  of  you  that  wants  to 
oven  away  from  the  problem  when  you  have  a little  bit  of  free 
? 1 . 


So,  I think  that  the  proposal  that  you  suggest  is  very  intriguing 
and  I'm  biased  because  I'm  at  risk  and  so  what  you're  saying  sort  of 
provides  a job  opportunity  for  me. 

{ Laughter . ) 

GUTHRIE:  And  I will  add  that  she  does  work  hard.  There,  we've 

jot  proof  of  it. 

WEXLER:  In  fact,  I wouldn't  want  you  to  use  this  Commission  as 

a demonstration  of  what  happens  when  you  do  it.  But,  you  know,  just 
from  my  own  experience  I think  that  there  are  a couple  of  things 
involved.  I think,  sometimes,  being  involved  in  this  Commission,  you 
know,  20  hours  a day,  there  are  times  when  you  just  want  to  get  away 
from  the  disease,  when  it's  depressing;  and,  particularly,  in  a 
dominant  disease  of  late  onset,  like  HD  or  Friedreich's  ataxia,  when 
you're  continually  looking  in  the  face  of  something  that  could  happen 
to  you.  It's  not  only  your  own  concerns;  it's  the  people  around 
you  who  also  know  about  the  disease,  they  know  what  to  watch  for;  you 
have  certain  kinds  of  strain. 

So,  I think  that  I'm  totally  in  accord  with  your  feeling  of 
involving  the  family  members;  having  the  people  who  are  most  intimately 
involved  and  some  ways  have  the  locus  of  control  that  they  maybe  hap- 
pen to  be  the  majority,  say.  But,  I think,  that  what  often  happens 
in  small  health  voluntary  chapters  is  that  they  often  have  the  entire 
burden  and  that  there  needs  to  be  more  people  like  in  the  abortion 
clinics,  the  methadone  clinics — there  were  people  who  were  just  inter- 
ested because  they  were  interested  in  the  people  with  the  problem. 

And  I think  that  there  needs  to  be,  in  people  who  don't  have  the 
disease  in  their  family,  you' re  going  to  have  some  compassion  and 
empathy  and  willingness  to  work  too. 

But  I think  that  one  of  the  things  that  you're  emphasizing, 
though--and  I feel  very  strongly  that  this  is  an  enormously  positive 
move  in  our  country--  is  that  the  disabled  are  beginning  to  make  a 
voice  for  themselves.  It's  not  such  an  embarrassment  to  be  disabled 
anymore . 

SCHACHT:  I think  I would  agree.  The  only  thing, which  is  just  a 

statement,  is  to  say  that,  really--which  is  not  what  you  said--that 
the  only  person  who  could  do  counselling  or  work  with  the  families  to 
support  them  has  to  be  someone  who  either  has  the  disease  or  is  at 
risk  for  the  disease.  And  I went  through  that  with  another  national 
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program  in  which  they  said,  ”If  you’re  not  part  of  the  group,  you 
can't  be  involved."  And  I think  that  eliminates  a large  support 
system,  that  Nancy  is  referring  to,  that  we  need  to  maintain  some 
continuity,  because  the  family,  the  at-risk  person  can  do  just  so 
much  and  then  it  becomes  a bit  overwhelming, 

MCFARLAND:  I'm  hoping  you're  in  the  process  of  forming  an 

organization  that  will  handle  all  chronically  disabled  people,  not 
just  hereditary  illness.  I assume  that's  what  you're  doing.  Now, 

I may  be  grandiose  or  naive  in  my  assumption,  but  I hope  you  will 
reach  for  that  goal. 

SCHACHT:  We  are  looking  at  considerably  more  than  Huntington's 

disease.  Where,  precisely,  the  cutoff  comes,  especially  with  regard 
to  our  legislative  mandate,  I don ' t think  has  been  clearly  defined 
yet . 


WEXLER:  I think  we're  not — you  know,  as  far  as  forming  an 

organization — we  have  a lot  of  specific  recommendations.  As  far  as 
organizations  go,  I would  guess  that  this  Commission  is  totally 
grandiose.  I mean,  we  feel  that  anybody  who  has  any  kind  of  problem 
ought  to  form  a coalition,  whether  it's  genetic,  and  neurological, 
and  anything.  I mean,  catastrophic  long-term  health  insurance  covers 
an  enormous  number  of  people  and  I think,  only  when  the  constituents 
agitate  for  it,  will  things  like  that  come  about. 

MCFARLAND;  If  you  would  form  a cooperative  organization  with 
similar  people  in  Russia  and  try  and  take  the  money  out  of  the 
defense  budget,  you  might  be  able  to  fund  what  you're  trying  to  do. 

(Laughter . ) 

GUTHRIE:  May  I put  into  the  record,  in  response  to  your  state- 

ment, that  my  son  gave  me  one  of  the  best  answers  ever  when  he  said 
that  people  have  approached  him — meaning  Arlo  — that,  you  know,  your 
mother  goes  everywhere  and  all  she  talks  about  is  health  and  making 
health  a priority;  and,  after  all,  you've  got  to  have  some  money; 
you  do  have  to  have  a defense  budget.  And  my  son,  very  thoughtfully, 
said,  "Yes,  but  you've  got  to  have  healthy  guys  man  the  guns." 

(Laughter . ) 

SCHACHT;  Thank  you  all  very  much.  We  will  reconvene  at  1:00 
o'clock  and  I would  remind  my  Co-Commissioner  and  the  Executive 
Director  that  it  will  be  1:00. 

GUTHRIE;  1:00  o'clock,  okay. 
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SCHACHT:  Wc  will  accept  some  questions  from  the  audience.  This 

IS  your  opportunity  to  speak  to  the  Congress  and  to  the  Secretary  of 
HKW  with  regard  to  your  concerns.  It's  your  chance  to  voice  opinions. 

I will  ask  each  of  the  speakers  to  identify  themselves  and  their 
affiliations  when  they  begin  to  speak  so  that  the  record  can  be  kept 
St  ra  1 v?0t . 

First  of  all  then,  Dr.  Simon  Horenstein,  Mr.  Howard  Roe,  and 
hois  Ni Chaus. 

TESTIMONY  OF 
SIMON  HORENSTEIN,  M.D. 

CHAIRMAN,  DEPARTMENT  OF  NEUROLOGY 
ST.  LOUIS  UNIVERSITY  SCHOOL  OF  MEDICINE 

HORENSTEIN:  My  name  is  Simon  Horenstein.  I'm  Professor  of 

Neurology  and  Chairman  of  the  Department  at  St.  Louis  University. 

Before  beginning  the  comments  that  I had  prepared,  I'd  like  to  make 
a couple  of  brief  responses  to  what  I heard  earlier  this  morning, 
and  in  particular,  to  your  question.  Dr.  Schacht,  about  the  advantages 
of  a registry. 

I think  that  a registry  will  be  of  no  benefit  to  anybody,  unless 
it  is  to  be  put  to  some  use.  And  the  purpose  of  reporting  communi- 
cable diseases  is  to  effect  control  of  the  disease,  in  the  sense  of 
discovering  contacts  and  understanding  patterns  of  disease  spread. 

And  with  respect  to  an  illness  like  Huntington's  disease,  or  any 
other  disease,  unless  the  registry  is  going  to  serve  some  tangible 
purpose,  there  is  really  very  little  purpose  in  establishing  and  going 
through  the  difficulty  of  maintaining  one. 

A registry  of  sorts  already  exists  in  the  files  of  the  Veterans 
Administration  and  it  is  possible  to  search  the  Veterans  Administra- 
tion records  by  diagnosis,  as  well  as  by  name.  And  in  the  case  of 
Huntington's  disease,  the  discovery  of  an  individual  veteran  with  the 
disease  almost  always  will  lead  to  the  discovery  of  family  members 
and,  of  course,  of  individuals  at  risk.  And  if  the  purpose  of  the 
registry  is  to  establish  a pool  of  patients  who  might  contribute  to 
or  participate  in  a variety  of  research  programs,  whether  it  is  social 
or  biological,  then  a registry  of  considerable  magnitude  already  exists 
and  it  can  be  found  through  the  personal  Director  of  Neurology,  Dr. 
Warren  [Hubert]  at  the  central  office  of  the  Veterans  Administration 
in  Washington. 


And  the  second  comment  I'd  like  to  make  is  in  relation  to  par- 
ticipation of  Huntington's  disease  in  developmental  disability  pro- 
grams. This  is  already  encompassed  within  the  law.  And  in  St.  Louis, 
at  least,  Huntington's  disease — the  CCHD  does  have  representation  on 
the  Metropolitan  Council  and  it's  only  a matter  of  finding  someone 
who  is  on  the  Council  who  is  willing  to  push  it. 
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I'd  like  to  spend  most  of  the  time  allotted  to  me  discussing 
research,  since,  like  Dr.  Ziegler  , I believe  that  this  is  a most 
important  area;  and  as  the  future  of  the  patients  and  persons  at 
risk,  and  persons  yet  to  be  born-^-not  only  with  Huntington's  disease, 
but  with  all  other  diseases  of  any  kind,,  genetic  or  not--depends 
upon  expanding  the  boundaries  of  biological  knowledge.  And  I do  not 
mean  to  disparage  or  to  minimize  the  significance  of  the  individual 
patient  and  family  needs,  or  the  significance  of  psychosocial  research 
at  all, 

I think  that  the  proper  recommendation  of  your  Commission  should 
be  for  the  support  of  research  in  general,  rather  than  for  categorical 
research  specifically  identified  with  a single  disease,  whether  it  be 
multiple  sclerosis,  or  epilepsy,  or  Huntington's  disease,  or  for  that 
matter,  strokes.  And  the  reason  for  making  this  suggestion  to  you 
is  that  the  categorization  of  the  very  limited  research  budgets,  both 
of  lay  organizations,  as  well  as  the  National  Institutes  of  Health, 
serves  only  to  restrict  the  ability  of  the  granting  agencies  to  choose 
among,  apparently,  worthy  projects  and  to  pursue  important  leads,  some 
of  which  may  be  very  expensive,  indeed. 

I believe  that  the  important  direction  of  research  at  the  present 
time  should  be  directed  towards  supportive  basic  biological  and  brain 
mechanisms,  as  previously  stated  by  Dr.  Ziegler  , rather  than  in  terms 
of  its  application.  I think  that  everybody  should  recognize  from  the 
beginning  that  research  is  a high-risk  venture,  a great  deal  of  which 
never  comes  to  fruition,  a great  deal  of  which  is  never  published; 
that  does  not  mean  that  research  is  bad,  it  simply  means  that  it  is 
very  difficult. 

I think  people  should  also  recognize  that  the  two  disorders  of 
movement  for  which  reasonable  treatment  has  been  established  were  ap- 
proached by  accident.  One  is  Wilson's  disease,  where  the  relationship 
between  copper  metabolism  and  Wilson's  disease  occurred  during  the 
course  of  research  on  multiple  sclerosis.  And  the  second,  as  has  al- 
ready been  mentioned,  is  Parkinsonism,  where  the  relationship  between 
dopamine  and  the  basal  ganglia  and  the  Parkinsonian  state  was  dis- 
covered by  Hornykiewicz  in  the  course  of  a very  extensive  study  of 
brain  amines  and  not  specifically  directed  towards  Parkinsonism,  it- 
self. And  it  was  only  a matter  of  time  before  these  important  rela- 
tionships were  then  applied. 

I think  that  there  are  at  least  two  areas  of  research  support. 

One  is  the  rerearch  support  which  is  generated  by  the  voluntary  agencies. 
Of  necessity,  this  must  always  be  relatively  limited,  since  the  budgets 
of  voluntary  agencies  are  relatively  small.  The  voluntary  agencies, 
however,  have  the  great  advantage  of  being  able  to  speculate  and  being 
able  to  finance  pilot  projects  with  relatively  small  amounts  of  money 
in  order  to  test  their  value.  And  this,  of  course,  is  even  riskier 
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t harj  prcKjrammat  i c research,  and  it  should  not  be  surprising  that  a 
great  dc>al  of  it  does  not  bear  specifically  on  the  problem  of 
Huntington's,  or  any  other  disease,  but  rather,  adds  in  a more  gen- 
eral way  to  knowledge.  Almost  never  does  research  fail  to  add  to 
knowledge,  but  it  may  not  give  you  the  answers  which  you  have  already 
decided  that  you  would  like  to  have.  The  voluntary  agencies  will 
never  have  budgets  approaching  the  budget  of  the  National  Institutes 
ot  Health,  but  will  always  have  flexibility. 

T think  that  it  would  be  very  important  for  all  of  us  to  urge 
upon  you  the  support  of  the  full  budget  of  the  National  Institutes  of 
Health,  and  in  particular,  the  National  Institute  of  Neurological 
Communicat ive  Disorders  and  Stroke,  because,  in  fact,  over  the  past  10 
years,  the  budget  of  that  agency  has  dropped  by  a third,  Even  though 
the  numbers  of  dollars  have  remained  the  same,  the  effective  or  con- 
stant dollars  have  dropped  by  approximately  a third. 

With  respect  to  some  of  the  questions  which  your  Commission  has 
raised  in  terms  of  the  value  of  ad  hoc  workshops--ad  hoc  workshops,  I 
think,  are  very  useful.  They  bring  together  a large  number  of  invest! 
gators  and,  invariably,  generate  ideas.  I think  that  those  large 
laboratories  enable  individuals  working  by  themselves  are  deserving 
of  research  and  I think  that  there  should  be  no  commitment,  specif ical 
ly,to  an  institution. 

The  value  of  clinical  research  centers  has  already  been  stated 
by  Dr.  Ziegler  and  I would  not  expand  upon  that.  I would  suggest 
to  you  that  it  is  a very  important  error  which  is  commonly  made  in 
research  granting  agencies  to  decide  that  the  problem  is  simple;  and 
because  the  problem  is  simple,  to  put  all  of  the  money  into  one  basket 
Consider,  for  example,  the  wholesale  commitment  to  research  on  a viral 
ideology  in  multiple  sclerosis  and  the  enormous  amount  of  money  that 
has  been  committed  in  that  direction,  to  the  exclusion  of  all  other 
avenues  of  investigation.  And  I would  suggest  that  such  a commitment 
on  the  part  of  Huntington's  disease  would  be  in  error. 

May  I suggest  to  you  that  as  recently  as  5 years  ago,  people 
widely  believed  that  gamma-aminobutyric  acid,  or  GABA,  was  the  answer 
But  GABA  has,  like  so  many  other  things,  taken  its  proper  place  in  the 
spectrum  and  we  are  now  interested  in  many  other  things,  such  as  the 
membrane  of  the  nerve  cell. 

I'd  like  to  turn, in  the  remaining  minute,  to  some  clinical  prob- 
lems, since  I also  take  care  of  patients,  when  I put  down  my  test  tube 
and  pick  up  my  reflex  hammer.  And  it  seems  to  me  that  there  are  three 
or  four  areas  which  also  require  your  attention.  One  of  them,  by  far, 
has  to  do  with  education,  both  medical  and  lay  education.  However,  I 
do  not  wish  to  expand  upon  this;  this  has  been  touched  upon  by  others. 
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The  second,  I think,  is  a community  commitment  to  provide  the  care 
and  needs  of  patients  at  various  levels.  At  the  present  time,  the 
only  agency  that  is  equipped,  both  in  terms  of  money  and  facilities 
to  provide  comprehensive  care  for  patients,  is  the  Veterans  Admini- 
stration. And  we  have  in  our  hospital  a large  number  of  patients, 

I'm  surprised  to  hear  that  there  are  only  a thousand,  because  on  the 
basis  of  the  patients  we  take  care  of,  there  should  be  many  more  than 
that,  assuming  an  equal  distribution. 

And,  finally,  I think  that  there  needs  to  be  some  sort  of  general 
publicity  directed  toward  practicing  physicians.  The  model  that  I 
would  hold  to  you  as  outstanding  is  that  used  by  the  Heart  Association 
which  prepares  a small  four-page  pamphlet,  which  is  mailed  to  all 
physicians  periodically,  and  which  treats  specific  aspects.  You 
should  remember  that  movement  disorders  and  genetic  disorders  are 
relatively  infrequent  and  many  physicians  spend  their  entire  lives 
without  ever  seeing  such  an  example.  So,  you  can't  say  that  we  told 
everybody  about  it  in  1947  and  we're  surprised  that  they  don't  remem- 
ber. This  will  have  to  be  reinforced  repeatedly. 

I've  used  my  time  and  I thank  you  for  your  attention. 

SCHACHT:  Thank  you.  Doctor. 

GUTHRIE;  I appreciate  your  comments  very  much.  I think  that  I 
am  worried,  though,  as  you  probably  know,  as  the  years  go  by,  how  can 
we  bring  together  the  various  people  involved  in,  let's  say,  neurolog- 
ical disorders?  We're  still  struggling  with  this  thing  of  trying  to 
say,  "Your  disease  is  like  mine;  mine  is  like  yours."  Do  you  have 
any  other  ideas  about  how  we  can  do  it?  How  we  can  bring  people  to 
that  understanding? 

HORENSTEIN;  Well,  you  know,  it's  very  difficult  because  when 
you're  dealing  with  organizations  which  are  sponsored,  either  by 
persons  at  risk, or  by  persons  who  suffer  the  disease,  or  by  family 
members,  their  perception  of  disease  is  in  terms  of  their  own  personal 
tragedy.  Take  for  example,  people  with  spinal  cord  injury.  I think 
that  this  is  a matter  of  individuals  of  good  will  who  are  willing  to 
submerge  their  own  specific  interests  to  the  commoner  need.  And  the 
recent  federation  of  societies  interested  in  neurological  research,  I 
think,  is  a forward  step.  I don't  think  it's  going  to  happen  quickly. 
I think  that  there  will  always  be  individuals  who  will  tend  to  pull 
away  because  of  the  significance  of  the  tragedy  which  has  overcome 
them,  as  individuals. 

GUTHRIE;  But  it  does  limit  our  effectiveness  when  we  go  before 
the  Congress,  which  is  where  the  millions  are. 

HORENSTEIN;  Agreed.  There's  no  question  about  that,  and  yet, 
there  is  no  way  to  prevent  that.  Every  good  idea  has  somebody  who 
objects  to  it. 
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WKXLKR:  I think  that  your  testimony  was  really  very  extensive 

and  that  you  either  suggested  or  confirmed  many  of  the  recommendations 
that  we're  in  the  process  of  developing  which  is  quite  helpful  to  us. 
Part iculariy , I have  a question  about  the  utilization  or  the  better 
utilization  of  the  VA.  Would  you  be  in  favor  of  a proposal  to  recom- 
mend to  the  VA  the  establishment  of  clinical  research  centers  within 
the  VA  system  for  basal  ganglial  disorders  ? They  have  some  stroke 
centers  currently;  they  have,  I think,  one  or  two  centers  on  aging, 
one  in  Seattle,  one  someplace  else. 

MORENSTEIN:  St.  Louis. 

WEXLER:  St.  Louis--I*m  sorry.  So,  then  you  know  the  model? 

MORENSTEIN:  Yes.  I think  the  model  is  fine  and  there  is  a pro- 

gram for  the  establishment  of  categorical  clinical  centers  at  the 
Veterans  Administration.  To  my  knowledge,  there  is  not  one  involved 
in  movement  disorders.  I had  an  opportunity  recently  to  review  some 
of  them.  To  the  best  of  my  knowledge,  movement  disorder  is  not  on  the 
list.  And  a reasonable  proposal,  I think,  if  sent  to  Dr.  Hubert 
would  certainly  be  received  sympathetically. 

WEXLER:  Would  you,  in  your  own  experience,  personally,  favor 

such  a proposal,  or  do  you  think  that  a center  like  that  would  be 
valuable? 

MORENSTEIN:  I think  that  it  would  depend  on  the  orientation  of 

the  center.  I think  if  the  orientation  of  the  center  were  primarily 
for  the  purpose  of  treatment  that,  very  quickly,  it  would  become 
diminished  in  effectiveness.  And  if  one  looks  at  the  VA  centers 
which  are  categorical  and  treatment  oriented,  it  takes  only  a very 
short  time  before  they  become  patient  saturated  and  people  become 
very  quickly  caught  up  in  the  day-by-day  business  of  just  keeping 
them  going,  with  a very  high  turnover  of  professional  staff  at  all 
levels.  I think  if  the  centers  are  limited  in  number  and  research 
oriented,  such  as  the  Aphasia  Unit  of  the  Boston  Veterans  Hospital, 
then  they  will  always  remain  lively  and  creative  places,  as  that  one 
has . 


SCHACHT:  Thank  you.  Doctor.  Mr.  Roe? 

TESTIMONY  OF 
HOWARD  ROE 

Lee's  Summit,  Missouri 

ROE:  I'm  Howard  Roe  from  Lee's  Summit , Missouri , formerly  of 

Battle  Creek,  Michigan.  I'd  like  to  preface  my  prepared  statement 
with  just  a couple  of  comments. 
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Some  of  the  testimony  I heard  a little  earlier  was  referring  to 
the  mental  health  departments  and  health  departments.  Our  experience 
in  the  Battle  Creek  area  was  that  the  mental  health  department,  as 
well  as  the  health  department,  expressed  no  knowledge  of  HD,  and,  in 
fact,  no  interest  in  the  HD  patient,  which  was  very  disheartening  for 
the  people  that  suffered  the  disease  and  their  families.  That  was 
based  solely  on  the  fact  that  they  were  operating  with  limited  funds 
and  personnel  and  that  they  didn’t  feel  that  there  was  that  many  people 
afflicted  with  it;  therefore,  they  couldn't  be  bothered  with  it.  They 
had  other  things  that  were  more  important  and  they  set  higher  priorities 
on. 

In  my  prepared  statement,  I make  reference  to  my  immediate  family, 
however,  I'm  going  to  have  to  deviate  from  that  a little  bit,  in  that 
my  sister,  Mary,  has  married  into  a family  that  has  been  afflicted 
with  HD,  I come  as  a layman;  I'm  not  from  the  medical  profession,  or 
any  of  the  so-called  professions.  My  profession  is  in  a different 
area . 


It's  with  a great  deal  of  concern  and  compassion  that  I appear 
before  you  today.  I,  and  my  immediate  family,  are  indeed  fortunate 
that  we  are  not  afflicted  with  this  most  dreaded  disease  that  you  have 
been  commissioned  to  study.  My  interest  and  concern  for  the  sufferers 
of  Huntington's  disease  grew  from  my  personal  experiences  as  a chapter 
president  of  the  Committee  to  Combat  Huntington's  Disease  in  Battle 
Creek,  Michigan.  I believe  a summary  of  a few  of  my  experiences  will 
be  beneficial  in  supporting  the  needs  of  the  HD  afflicted,  as  I see 
them. 


First,  the  case  of  Mr.  "D",  Mr.  "D"  was  58  years  of  age  when  I 
first  learned  of  his  affliction.  Mrs.  "D"  had  learned  of  the  Battle 
Creek  Chapter  of  CCHD  through  a local  newspaper,  and  since  she  was 
experiencing  a very  difficult  time  in  caring  for  her  husband,  she 
decided  to  call  on  us  for  advice.  Mr.  "D"  had  been  a construction 
worker  during  his  working  years,  and  at  age  42  his  wife  noted  that  he 
was  acting  extremely  nervous  and  irritable.  Slowly,  but  surely,  his 
condition  worsened.  Since  no  one  in  the  family  ever  discussed 
Huntington's  disease,  even  though  two  of  his  brothers  were  afflicted 
earlier,  Mrs.  "D"  had  no  idea  as  to  the  cause  of  his  worsening  condi- 
tion. Just  3 days  before  she  called  me,  she  learned  from  Mr,  "D"'s 
brother  that  their  family  was  afflicted  with  the  dreaded  HD. 

I was  able  to  learn  through  questioning  Mrs.  "D"  that  her  husband 
was  a veteran  of  the  military  service  and  we  were  able  to  get  Mr.  "D" 
to  the  Veterans  Administration  Hospital  in  Battle  Creek  where  he  was 
diagnosed  as  having  HD.  A medication  was  prescribed  that  calmed  Mr. 
"D"  to  the  point  that  Mrs,  "D''  was  able  to  continue  to  care  for  him. 
Since  Mrs,  "D"  did  not  have  transportation  to  get  Mr,  ”D"  to  the  VA 
Hospital,  it  meant  that  I drove  135  miles  round-trip  on  four  different 
occasions  to  provide  the  needed  transportation. 
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The  point  that  should  be  made  is  that  Mr,  and  Mrs,  "D”  were 
living  solely  on  Social  Security  and  had  very  little  knowledge  of 
any  of  the  social  or  Governmental  agencies  to  turn  to  for  help. 

Now,  for  the  case  of  Mrs.  "X",  who  lived  in  Stephenson,  Michigan, 
which  is  in  the  extreme  southwest  corner  of  the  upper  peninsula  of 
the  state,  some  450  miles  from  Battle  Creek, 


When  I received  a call  from  the  Minneapolis,  Minnesota  Chapter 
of  CCHD  in  regards ...  After  searching  for  an  answer  to  this  perplex- 
ing problem,  t decided  to  discuss  it  with  my  good  friend  who  is  the 
Executive  Director  of  the  Calhoun  Community  Action  Agency  in  Battle 
Creek.  Through  his  assistance,  we  were  able  to  gain  the  services  of 
a field  worker  from  the  community  action  agency  in  Menominee,  Michigan. 


This  field  worker  contacted  Mrs,  "X"  and  her  family  and  was  able 
to  gain  the  assistance  of  several  social  agencies  in  the  area.  Through 
the  efforts  of  the  field  worker,  we  were  able  to  learn  the  name  of 
Mrs.  "X"'s  medical  doctor  who  expressed  a concern  that  his  knowledge 
of  HD  was  very  limited.  We  were  able  to  advise  Mrs.  "X"'s  doctor  that 
Dr.  Emre  Kokmen  of  the  University  of  Michigan  had  volunteered  to 
give  consultation  to  persons  in  the  medical  field  who  sought  his 
advice . 

From  the  above-mentioned  cases,  as  well  as  many  others,  it  is  my 
belief  that  there  needs  to  be  regional  diagnostic  treatment  centers 
established  which  can  and  should  be  connected  with  existing  medical 
facilities.  There  is  a distinct  and  definite  need  for  greater  indepth 
educational  programs  for  medical  practitioners  in  the  area  of  diagnosing 
and  treating  the  HD  afflicted.  There  is  also  a great  need  for  assistance 
for  the  HD  afflicted  from  existing  agencies.  As  it  all  too  often  oc- 
curs the  social  agencies  are  not  aware  of  the  needs  of  the  HD  patient 
and  his  family,  and,  likewise,  the  HD  patient  does  not  know  where  to 
turn  to  for  help. 

Some  CCHD  Chapters,  and  now,  NHDA  Chapters  are  doing  an  outstand- 
ing job  in  providing  referral  services  to  HD  families.  But  in  many 
cases,  there  are  not  any  local  chapters  in  the  immediate  area;  or  in 
some  cases,  the  chapters  are  existent  only  on  paper  and  are  not  able 
to  provide  the  necessary  services. 

It  is  my  belief  that  there  is  a very  real  need  for  a very  thorough 
and  comprehensive  study  done  in  a given  geographic  area  to  determine 
the  actual  numbers  of  the  HD  afflicted.  This  would  firmly  establish 
the  actual  ratio  of  the  population  that  is  afflicted.  This  same  study 
could,  and  should,  provide  a detailed  list  of  the  needs  of  the  afflicted 
and  their  families,  as  well  as  determine  the  sources  of  assistance 
available  through  existing  agencies  to  meet  those  needs. 
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In  concluding,  it  is  jny  hope  that  this  Commission  will  draw  up 
a course  of  action  that  will  result  in  meeting  the  needs  of  the  HD 
afflicted.  It  is  imperative  that  the  Government  of  this  great  country 
of  ours  spend  the  necessary  monies  and  resources  to  determine  an  early 
diagnosis  and,  ultimately,  a cure  for  this  terrible  disease,  I thank 
you  for  the  opportunity  to  speak  on  behalf  of  the  HD  afflicted  and 
their  families, 

SCHACHT:  Thank  you,  sir. 

WEXLER:  I would  just  like  to  say  that  I think  you've  been  more 
indefatigable  on  behalf  of  this  cause  than  many  people  who  have  it 
more  directly  in  their  families  and  I think  we're  all  very  grateful. 

Question,  the  community  action  agencies,  is  this  something  that 
is  nationwide? 

ROE:  Yes.  I'm  not  sure  of  the  actual  numbers  now,  but  the  last 

time  I knew,  there  was  somewhere  in  the  neighborhood  of  600  community 
action  agencies  around  the  United  States. 

SCHACHT;  It's  part  of  the  CAP  agency  out  of  OEO--the  old  OEO. 

ROE;  Yes. 

WEXLER:  Can  they  be  used  as  a potential  resource  for  organizing 

referral  services? 

ROE:  Yes.  Now,  for  instance,  the  Battle  Creek  CAP  agency,  or 

the  Calhoun  Community  Action  Agency,  did  a very  comprehensive  study 
for  the  group  of  aging  in  a three-county  area — a very  comprehensive 
study.  And  it  was  used  by  several  other  agencies.  It  was  shared  and 
was  very  helpful. 

WEXLER:  Aging,  is  that  what  you  said? 

ROE:  For  aging,  right.  I'd  just  make  one  more  comment,  and  that 

is,  I believe  a great  number  of  people  feel  that  field  workers  and 
people  out  in  the  field  would  not  be  able  to  get  the  type  of  informa- 
tion they  need.  I don't  happen  to  believe  that  myself.  I think  there 
is  a way  of  reaching  most  of  the  people.  There  may  be  some  that  we 
couldn't,  but  I really  believe  that  the  right  methods  and  the  right 
people  working  at  it,  I think,  the  information  could  be  gained.  I 
think  the  people  will  come  out,  if  they're  approached  in  the  right 
manner . 

SCHACHT;  Thank  you.  Ms.  Lois  Niehaus? 
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TESTIMONY  OF 
LOIS  NIEHAUS 

MANUAL  ARTS  THERAPY  ASSISTANT 
TOPEKA  VA  HOSPITAL 

NIEHAUS:  I'm  Lois  Niehaus,  I'm  from  Topeka,  Kansas.  I'm 

omployod  at  the  VA  Hospital  and  an  ex-school  teacher  also. 

I am  divorced  from  Bud  Niehaus,  who  is  a Huntington's  victim. 

We  have  two  boys  who  are  15  and  17.  I was  carrying  our  second  son 
when  we  learned  through  the  Mayo  Clinic  that  Mr.  Niehaus'  mother  had 
Huntington's  disease.  Her  father  died  of  it.  She  also  had  a 
brother  who  has  died  of  Huntington's  disease.  And  Mr.  Niehaus  now 
has  one  sister  who  is  suspected  of  having  Huntington's  disease,  out 
of  four  children. 

I don't  know  when  the  symptoms  first  started.  I think,  being 
aware  that  Huntington's  disease  existed  in  the  family,  I don't  know 
whether  I was  looking  for  symptoms  or  what.  He  was  nervous  much  of 
the  time.  Especially  at  about  the  age  of  25  he  began  choking  easily 
and  he  most  usually  would  say,  "Oh,  I turned  my  neck  the  wrong  way." 
And  I began  to  notice  that  it  was  happening,  you  know,  more  than  most 
people  choke. 

Also,  in  the  second  year  of  our  marriage,  he  began  to  be  violent. 
He  choked  me.  He  quit  this  for  a while.  We  could  not  get  along  well 
because  he  did  not  hold  a job  well.  We  fought  a lot.  He  was  a 
seminary  graduate,  and  an  excellent  minister,  a good  speaker,  but  just 
simply  could  not  stay  in  one  place  very  long.  In  about  2 years  he 
would  be  restless  and  usually  would  manage  to  cause  events  to  happen 
so  that  we  would  have  to  leave.  We  moved  often,  ended  up  in  Topeka, 
Kansas,  where  the  violence  began  again. 

We  were  counselling  at  the  time  and  the  counsellor  convinced  him 
that  he  needed  an  evaluation.  As  a result,  he  did  enter  Topeka  State 
Hospital  and  spent  a few  months  there.  We  separated  several  times. 
After  he  realized  that  he  could  not  beat  on  me  anymore,  our  furniture 
began  to  suffer.  We  did  go  to  Kansas  City  to  Dr.  Schimke  and  the 
whole  family  has  been  through  all  the  testing  at  that  institution. 

I think  what  I did  was  decide  that  I would  handle  everything, 
that  I was  strong  enough  to  take  everything,  and  if  everybody  would 
depend  on  me,  we'd  make  it.  And  I think  the  despair  came  when  I 
finally  knew  that  Huntington's  was  bigger  than  I was.  I knew  that 
the  day  that  he  beat  on  the  children  would  be  the  end  of  the  marriage, 
and  that  happened.  He  also  had  a lot  of  difficulty  with  things  like 
shoplifting;  so  it  was  a troubled,  troubled  family. 
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I asked  myself,  is  this  because  of  Huntington's,  or  is  it  be- 
cause of  the  family--because  of  his  problems.  But  there  is  no  way 
to  separate  Huntington's  from  personality  problems,  when  I consider 
the  kind  of  a living  situation  he  had  as  a child.  His  father  did 
not  stay  with  the  family.  He  worked  away  from  home  and  the  children 
were  all  left  with  no  structure  and  no  parenting  because  the  mother 
was  just  incapable, 

I think  it's  hard  to  deal  with  the  really  ugly  side  of  Hunting- 
ton's. He  came  home  when  he  was  in  junior  high,  one  time,  and  had 
to  help  his  older  sister  clean  up  his  mother  while  they  waited  on  an 
ambulance^  because  she  had,  apparently,  aborted  herself,  or  tried  to, 
or  miscarried.  But  the  family  was  just  constantly  in  upheaval. 

So,  I don't  know  where  Huntington's  started  and  where  the  person- 
ality problems  ended.  I just  don't  know, 

I think,  at  the  present,  one  of  the  most  difficult  things  for 
me  to  deal  with  is  guilt.  When  Mr.  Niehaus  went  into  Topeka  State 
Hospital  the  first  time  I started  therapy  and  I learned  the  things 
that  I could  do,  or  that  maybe  things  that  I shouldn't  be  doing  but 
were  contributing  to  our  problems.  So,  it  did  help  me  grow.  I think 
when  he  went  in  I thought  the  whole  world  would  come  to  an  end,  but  I 
found  out  I was  stronger  than  I had  anticipated. 

Also,  I struggled  with  the  guilt  of  divorcina  a sick  man.  I don't 
know  that  I'll  ever  overcome  that.  I struggle  with  guilt  that  I have 
subjected  two  beautiful  warm  human  beings  with  having  the  same  problem 
by  just  the  fact  that  I've  had  them — I gave  birth  to  them.  I used  to 
dream  that  I was  being  forced  to  choose  which  one.  I don't  do  that 
anymore,  thank  heavens. 

Now,  in  the  present,  our  finances  are  very,  very  difficult.  I'm 
deeply  in  debt,  but  my  profession  has  helped  us  to  keep  going.  I can't 
say  we've  ever  been  destitute,  but  thanks  to  a college  education  and  a 
profession,  I think  it  has  been  our  saving  factor.  We  have  not  re- 
placed furniture  which  has  been  broken.  I keep  saying,  well,  you  know, 
next  time.  But  I think  I can  now  face  the  future  with  some  kind  of 
goal  because  of  an  experience  in  Kansas  City  last  fall. 

I came  to  hear  Marjorie  speak  in  Kansas  City,  I think  it  was  last 
fall.  And  it  was  at  that  meeting  I actually  came  in  contact  with 
another  family  and  I didn't  know  how  lonely  I had  been.  I cried  all  the 
way  home  out  of  relief, and  I wasn't  so  afraid  anymore. 

I think  my  sons  look  to  science  for  the  future.  They  struggled; 
they're  in  therapy;  they  have  been  very  self-destructive.  They  are 
beginning  to  understand  themselves  and  how  to  deal  with  their  father, 
whom  they  see  very  often.  And  I am  now  a student  at  KU  and 
plan  to  get  my  Masters  Degree  and  go  full  time  this  next  fall.  And  I 
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tlunk  that  I can  hope  to  be  more  able  to  handle  finances  and  their 
future.  I'm  almost  ashamed  to  say  that — well,  they’re  not  insured; 
they  do  not  have  any  kind  of  life  insurance  and  I know  now  that  it 
would  be  very  difficult.  And  I almost  turned  to  an  alternative  that 
--being  a VA  employee--! ’m  ashamed  of,  because  I resent  families  who 
have  put  their  children  into  the  service  in  order  to  gain  all  the 
benefits,  but  I see  that  as  one  alternative  and  I don’t  like  it. 

If  science  can  help  my  sons  to  have  a future  that  they  can  know 
that  they  can  live  a full  productive  life — I have  told  them  if  they 
have  to  live  taking  medicine  the  rest  of  their  lives  that  they  can  . 
deal  with  that.  People  who  have  diabetes  take  medicine.  And  so,  I 
think  our  real  hope  is  in  science  and  in  the  future.  I asked  them 
what  they  would  like  me  to  say  and  they  said  talk  about  the  future. 

They  want  to  know  if  they  have  it,  because  they  want  to  know  how  to 
plan  their  families. 

GUTHRIE:  Can  I ask,  how  old  are  your  children  now? 

NIEHAUS:  Fifteen  and  seventeen. 

GUTHRIE:  Lois,  I have  to  tell  you  and  a lot  of  other  people  that 

there  are  a lot  of  people  in  this  world  who  cannot  face  tomorrow  who 
don't  have  Huntington's.  And  a lot  of  the  things  that  you've  described 
are  also  descriptive  of  people  who  don't  have  Huntington's.  And  there 
is  a future,  if  it's  today.  Go  back  and  tell  your  sons  for  me  that 
if  they're  able  to  ask  that  question,  they've  got  a future,  because 
they  are  thinking.  And  we  are  doing  our  best  to  help,  yes.  And  I do 
think  that  this  kind  of  testimony  and  this  kind  of  heart-rendering 
testimony  makes  it  even  more  imperative  that  all  of  us  work  together 
to  get  the  results  we  want.  And  I would  point  to  Dr.  Horenstein,  sit- 
ting at  your  right,  and  say,  that  it  is  from  people  like  him  that  I 
have  learned,  if  I've  helped  you,  because  he  has  been  the  kind  of  sup- 
portive person  who  educates  the  lay  public  to  understand  our  role  in 
the  fight  for  research  and  his  approach  to  research,  I have  learned 
from  him  and  from  people  like  him,  and  that's  why  it  is  so  terribly 
important  that  we  understand  what  is  going  on  in  the  world  of  genes 
and  man's  brain. 

I do  think — and  I live  with  hope  for  the  future  for  your  children, 
and  my  children,  and  everybody  else's  children,  in  terms  of  mental 
disease,  whether  it's  Huntington's  or  any  other  one,  or  any  genetic 
disease,  like  cystic  fibrosis,  or  Huntington's — and  I think  this  is 
the  position  that  our  Commission  hopes  to  take  and  your  testimony  will 
help  us  very  much.  Thank  you. 

WEXLER:  I think  that  one  of  the  things  that  you  said  is  very 

critical  and  that  is  the  kind  of  guilt  that  people  feel  about  actions 
over  which  they  had  absolutely  no  knowledge,  choice,  or  any  of  the 
rest.  And  I think  that  there  comes  a time,  I think,  just  out  of 
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self-preservation  a person  has  to  do  something  which  may  or  may  not 
be  in  the  best  interest  of  another  person.  But  I think,  as  a model 
for  children,  if  you  also  expose  yourself  to  being  continually 
beaten  down  and  take  everything  that  you  get,  that  that  also  can  be 
a very  destructive  model  as  well  as  being  destructive  for  yourself. 

But  I think  the  kind  of  guilt  that  you  mentioned  about  having 
children — and  it's  so  common.  People  not  knowing  anything  at  all 
about  the  disease  and  have  children  and  feel  guilty  afterwards.  And 
it's  a common  psychological  response  and  I think  that  we  need  to  be 
sensitive  to  it,  because  I think  it  makes  us  do  things  that  there 
really  isn't  any  call  for.  And  I don't  know  that  people — and  par- 
ticularly, physicians  caring  for  patients — are  all  that  atuned  to 
the  expressions  of  guilt. 

I'm  just  reminded  by  one  little  12-year  old  girl  that  I once 
knew  who  had  muscular  dystrophy  and  I was  helping  her  get  dressed 
after  an  exam.  And  she  said,  "These  doctors,  they  examine  you,  and 
they  examine  you,  and  they've  never  told  you  what  you've  done."  I 
was  just  completely  taken  aback.  And  I tried  to  say,  "You  didn't  do 
anything;  you  have  an  illness,''  you  know.  But  I think  that  that's 
such  a common  response  and  that  kids  maybe  say  it  more  blatantly, 
when  adults  feel  it. 

I think  also  the  dreams  that  you've  had  about  being  forced  to 
choose  is  also  so  tremendously  important,  because  we  all  see  those 
little  diagrams  for  kids,  two  in  black,  and  two  in  white.  And  you 
have  the  assumption  that  somebody  in  the  family  has  to  get  the  disease 
that  you  have  to  pick  between  the  two,  and  it's  totally  possible 
that  neither  of  your  children  will  get  the  disease.  You  know,  in  a 
family  of  12,  sometimes,  nobody  gets  the  disease.  It's  for  each 
child  and  it's  only  50-50  over  the  enormous  range  of  the  population, 
but  we  all  have  those  figures  in  our  heads  and  we  all  feel,  you  know, 
if  so  and  so  will  get  it,  then  I'm  free--or,  you  know,  which  one  is 
it  going  to  be.  And  I'm  glad  you've  stated  it  for  the  record. 

SCHACHT:  Thank  you  very  much. 

The  next  three  people  will  be  Barbara  Griffin  and  Ted  and  Muriel 
Stacklev . 

TESTIMONY  OF 
BARBARA  GRIFFIN 
MORELAND,  KANSAS 

GRIFFIN;  I'm  Barbara  Griffin. 

SCHACHT;  Would  you  state  your  affiliation,  please?  Are  you 
representing  a group? 
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GRIFFIN:  Just  my  family, 

GUTHRIE;  Would  you  speak  a little  louder?  I'm  afraid  some 
people  can't  hear. 

GRIFFIN:  My  husband  is  the  one  that’s  afflicted  with  it.  I 

didn't  know  about  it.  I was  married  in  1957.  There  wasn't  any 
indication  or  anything  that  there  was  anything  wrong  with  him  at  the 
time.  He  had  served  in  Korea.  And  after  we  had  been  married 

about  a year--he  did  have  a problem  with  drinking.  It  seemed  like, 
anyway,  that  that  was  the  main  problem.  And  later  on,  after  we'd 
been  married  several  years,  and  had  several  children — which  I had 
six  children;  I've  got  one  dead  now  from  Huntington's.  He  died 
this  year  in  January  at  the  age  of  17--excuse  me. 

GUTHRIE:  It's  all  right  to  cry,  Barbara. 

GRIFFIN:  I guess  it  must  have  been  in  his  family  for  a long 
time,  which  they  didn't  really  recognize.  His  mother  died  at  the  age 
of  36,  and  her  mother  died  earlier.  It  was  like  Mrs.  Niehaus  said, 
our  marriage  was--whenever  he  was  feeling  good,  it  was  good.  I mean, 
he  was  kind.  And  then,  there  would  be  times  that  he  was  so  vicious 
and  mean  that  you  wouldn't  realize  just  exactly  how  mean  that  a person 
could  get  to  his  own  loved  ones.  He'd  beat  me,  he'd  beat  the  children, 
he'd  break  things.  We'd  be  going  down  the  road  and  he'd  just  try  to 
wreck  us.  It  was  just  like  a completely  different  person  than  what 
we  were  used  to.  He  would  lose  jobs.  It  was,  like  Mrs.  Niehaus  said, 
that  he  would  lose  jobs  and  this  would  cause  bad  feelings,  because 
any  time  that  you've  got  six  children,  you've  got  to  have  a pretty 
good  size  income  coming  in  to  be  able  to  support  these  children.  And 
then  he  lost  job,  after  job,  after  job. 

And  so,  finally,  he  went  to  Ohio  with  his  brother  to  get  a job 
and  we  didn't  hear  from  him  for  6 months.  And  during  this  time  I 

had  to  get  some  help,  so  I went  to  the  Welfare  and  they  said, "Well,  if 

you  divorce  him  we  can  help  you."  I said,  "Well,  I don't  really  want 
to  divorce  him,  but  I do  need  some  help  with  my  children."  All  right, 
they  finally  consented  then  to  give  me  help  through  Dependent  Children 
and  I got  help  that  way.  Well,  then,  he  comes  back  all  of  a sudden 
and  it  was  back  to  the  same  way  as  it  was  before.  He  was  mean  and 

he  would  lose  job,  after  job,  after  job.  And,  finally,  my  dad  said  to 

him,  "Bob,  you're  a veteran;  why  don't  you  go  to  the  Veterans  Hospital 
in  Nebraska?"  All  right,  that's  what  he  did  then. 

And  they  confirmed,  in  1965,  that  he  had  Huntington's  disease. 

They  automatically  diagnosed  it  as  that  and  he  started  taking  Valium 
from  that  time.  And  I had  put  up  with  this  abusiveness  and  everything, 
and  I got  to  the  point  where  I thought  that  it  was  more  than  I could 
bear.  So,  I go  in  to  see  the  VA  man  in  our  hometown- -which  he  was  a 
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very  kind  understanding  person — and  he  helps  me  get  Bob  put  out  to 
Fort  Lyon,  Colorado  in  the  Veterans  Hospital  out  there.  And  he  was 
out  there,  off  and  on,  for  about  10  years.  During  this  time  they 
would  want  him  to  have  home  visitations. 

Well,  I am  a person  who — that  doesn't  like  to  cast  off  my  loved 
ones  and  put  them  aside,  so  I went  along  with  this.  And  there  were 
times  when  he  would  get  so  mean  and  I just  tried  to  take  him  back — 
the  last  time  that  we  took  him  out--and  he  would  yank  the  wheel  of  the 
car  and  just  literally  try  to  wreck  us. 

Well,  I told  the  doctor  when  I went  back  out  there,  I said, 
"Doctor,  this  is  the  last  time  I can  bring  him  home.  I can't  cope 
with  him  anymore."  All  right,  that  was  8 years  ago,  almost  9 
years  ago  that  he  was  out  there  and  has  not  returned  home  since.  I 
visited  him  the  first  year  or  two  after  he  was  out  there  and  I took 
the  boys  with  me — I took  three  older  boys  with  me.  That  was  before 
Rusty  was  put  in  Topeka.  And  it  shook  them  so  bad  to  see  their  father 
in  the  condition  that  he  was  in,  they  knew  that  there  was  something 
wrong  with  him,  because  of  the  way  he  treated  them.  They  knew  that 
he  wasn't  like  other  dads,  you  know,  because  they  had  visited  with 
other  children  and  they  knew  he  was  different. 

So,  he  has  been  out  there.  And  just  2 years  ago  they  asked  me 
for  consent  to  put  a tube  into  his  stomach.  They  had  been  feeding 
him — I guess  they  call  it  through  the  nose — and  he  would  pull  this 
out.  And  so,  they  asked  me  about  putting  this  tube  into  his  stomach. 
Well,  that's  what  they  did  then. 

And  3 years  ago  is  when  we  took  Russell  to  Topeka  down  to 
the  Kansas  Neurological  Institution  and  they  were  good  people.  They 
were  really  kind  to  my  son  and  they  treated  him  good — just  like  family. 
And — 


GUTHRIE:  Do  you  want  me  to  ask  a question — might  make  it  easier 

for  you? 


GRIFFIN:  Yes. 


GUTHRIE:  How  old  was  he  when  you  took  him  there? 

GRIFFIN:  He  was  14.  The  thing  of  it  was,  his  was  different 

than  Bob's,  because  his  come  on  him — like,  he  was  only  6 years  old 
when  I first  started  to  notice  this.  And  then,  you  know,  he  was  a big 
boy;  he  was  six  feet  tall  and  he  got  to  the  point  where  I wasn't  able 
to  really  handle  him  with  the  children  that  I had  at  home,  plus  I was 
having  to  be  the  financial  support  of  the  family,  I was  working  out. 
And  so,  I put  him  down  there.  And  he  had  what  they  called  seizures 
and  they  were  giving  him  medicine  and  treatments  to  control  this. 
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Aiui  so,  they  would  suggest,  one  or  two  times,  that  I bring  him 
home.  All  right,  I brought  him  home  for  a month’s  stay  and  we 
enjoyed  having  him  home  with  us  and  it  was  a terrible  trial  on  him 
and  me  both  to  take  him  back.  But  I was  working  and  had  to  be  work- 
ing out  and  so  we  took  him  back  and  they  kept  him  medicated.  He  was 
medicated  all  the  time.  And  I asked  about  bringing  him  home  a while 
later  after  that  and  they  said,  well,  they  didn’t  think  it  was  advis- 
able because  sometimes  he  would  have  as  high  as  10  or  15  seizures, 
one  right  after  another,  and  his  body  would  just  go  rigid  or  else, 
they'd  say,  it  if  was  at  night,  his  whole  bed  would  just  shake,  and 
they  recommended  me  not  to  bring  him  home. 

And  the  main  thing  of  it  is,  it’s  not  only  him.  I’ve  got  a boy 
at  home  that  will  be  14  in  August  that’s  got  the  very  symptoms  of 
this  terrible  thing.  And  the  doctor  at  Waukegan  diagnosed  this. 

And  so,  I just  say  that  I've  spent  20  years  of  my  life  that's  been 
nothing  but  tragedy. 

GUTHRIE:  Barbara,  you  know,  there  are  no  words  we  can  say,  ex- 

cept to  thank  you  for  coming  and  telling--maybe  your  telling  will 
help  us  help  other  families  in  the  future.  We  don’t  know  whose  child 
is  going  to  be  helped.  Without  you  telling  the  story,  we  couldn't 
document  what  we  want  to  say  to  our  Congresspeople  to  get  the  help. 
You  are  helping  by  being  here.  Thank  you  so  much. 

SCHACHT:  Mr.  and  Mrs.  Stackley? 

TESTIMONY  OF 
TED  STACKLEY 
NEWTON,  KANSAS 


T.  STACKLEY;  After  hearing  Barbara,  I realize  that  there  is  just 
such  a variety  of  situations,  as  variable  as  we  are  individuals.  I 
guess  my  experience  with  HD  comes  through  my  engagement  to  Muriel  14 
years  ago.  We  visited  her  mother,  Elizabeth  Thiessen.  The  HD 
factor  seems  to  come  down  through  the  family,  which  there  were 
seven  girls,  I believe,  in  that  family.  Not  all  of  them  have  come 
down  with  HD,  but  in  the  case  of  Elizabeth,  she  had  already  contracted 
the  disease — and  as  Marvin  Ewert  had  already  reported — there  had  been 
long  times  without  knowing  what  the  trouble  was.  So,  I missed  all  of 
that  drama;  the  drama  of  a person  very  unsettled  with  a disease  which 
wasn't  diagnosed;  the  drama  of  seeing  a personality  change  from  some- 
body you  knew  to  somebody  you  didn’t  know. 

So,  when  I came  to  know  Elizabeth  Thiessen,  she  was  al- 
ready well  into  the  area  of  Huntington’s  disease.  And  I just  really 
felt,  as  I walked  into  her  room  at  the  nursing  home,  very  welcome. 

She  seemed  to  be  completely  aware  that  I was  there;  she  was  articulate 
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in  her  expressions,  her  eye  contact.  She  just  really  gave  intense 
concentration  on  what  was  going  in.  She  responded  quickly  and 
spontaneously  to  comments,  to  actions,  and  interactions  among  dif- 
ferent people  in  this  room,  which  she  shared  with  another  woman. 

I know  I would  get  in  long  conversations  with  her  roommate,  a woman 
named  Gussie,  who  had  lived  a very  tragic  life  in  another  way.  And 
she  just  was  fully  following  that. 

I think  I learned  then  a value  which  I call  "true  worth  of  an 
individual."  It's  sort  of  an  elusive  thing  and  it's  particularly 
elusive  under  normal  circumstances,  because  we  carry  so  many  images 
we  project  to  meet  different  situations.  But  it  seems  like  when  a 
person  really  becomes  handicapped  or  disabled,  they  sort  of  put  aside 
a lot  of  the  superficial  things.  And  I began  to  realize  in  my  own 
case  that  if  I was  to  know  my  mother-in-law,  then  that  was  going  to 
require  me  to  give  her  the  intense  concentration  that  she,  apparently, 
was  giving  me  and  the  people  around  her. 

It  was  puzzling  to  me,  because,  so  often,  her  family  members — 
her  husband,  John  Thiessen,  who  was  a minister,  her  daughters  and  sons 
— seemed  to  have  a great  deal  of  trouble  in  responding  to  her  needs 
and  being  aware  of  her  needs.  And  I began  to  just  sort  of  theorize 
that  it  must  be  difficult — the  experience  that  Barbara  described,  and 
other  people--that  seeing  somebody  change  from  a person  you  knew  to  a 
person  you  didn't  know.  And,  of  course,  I didn't  have  any  trouble 
meeting  her,  because  it  was  like  meeting  a new  person.  And  then  I 
began  to  realize  that  the  people  who  knew  her  seemed  to  be  the  people 
that  were  around  her  all  the  time — the  people  who  were  in  the  home 
taking  care  of  the  patients  of  the  home.  They  seemed  to  have  high 
regard  for  her.  The  other  residents  of  the  home  seemed  to  have  high 
regard  for  her. 

And  as  far  as  I know,  in  the  period  in  which  I knew  her,  she 
never  really  gave  up  trying  to  demonstrate  her  own  personality.  She 
used  to  bang  away  at  that  piano.  I wouldn't  recognize  it  if  she  played 
it  right,  but  the  point  was  she  probably  wasn't  playing  the  tune  cor- 
rectly. We  had  outings  together  and  she  just  was  fully  participating. 

So,  I guess  the  thing  I would  like  to  say,  you  sort  of  have  to 
get  to  know  a person  every  day.  And  for  a person  who  undergoes  a 
radical  change,  such  as  a physical  handicap,  speech  handicap,  I think 
it  takes  a special  effort  to  relearn  to  communicate,  to  re-establish 
a trustworthy  relationship.  That  if  you  treat  them--you  know,  we 
pretty  well  respond  to  each  other  as  we  are  treated,  and  if  we  treat 
them  in  a demeaning  way,  then,  I think,  they  sort  of  respond  that  way. 
If  we  try,  I think,  to  treat  them  as  we  want  to  be  treated--basically , 

I guess,  the  Golden  Rule  applies  here--and  then  I think  the  true 
personality  of  the  individual  can  come  out.  And  I don't  know  if  it 
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I'an  come  out  if  we  visit  somebody  once  a week,  or  once  every  two  weeks 
tor  an  hour  or  two.  I think  you  would  have  the  hardest  time--I  know 
I Jo-- trying  to  get  to  know  somebody--anybody--under  those  conditions. 

So,  I'm  really  enthusiastic  when  I hear  people  talking  about  home 
cart*,  outpatient,  and  these  kinds  of  things,  because  if  you  want  to 
rruiintain  a relationship,  it  seems  like  we  have  to  maintain  contact. 

I think  that's,  essentially,  what  I have  learned  from  being  in  contact 
with  people  with  HD.  I know  two  other  people  in  my  wife's  family — 
her  eldest  brother,  Harold,  has  contracted  HD,  and  her  elder  sister, 
Eleanor . 

Now,  Harold  underwent  sort  of  a 2 -year  depression  period.  But 
then  he  sort  of  said,  well,  what  am  I doing?  Am  I living,  or  what 
am  I doing?  And  he  seemed  to  have  discarded  most  of  his  medication 
and  he  is  fully  active  again  in  his  hobbies,  which  is  fortunate  to 
have  had,  and  his  interests.  He  is  also  handicapped,  as  I've  heard 
expressed  many  times,  with  the  handicap  of  not  being  able  to  get  gain- 
ful employment.  But  he  is  fortunate  that  he  does  have  a lot  of 
interests;  you  know,  music  and  model  trains,  and  so  on.  And  he  has 
used  these  things  to  demonstrate  that  HD,  you  know,  can  be  overcome. 

He  uses  it  to  educate  the  public,  because  he  takes  the  model  trains 
to  fairs  and  what  happens  in  the  State  of  Washington,  whatever  is  going 
on--and  then  passes  out  literature  provided  by  the  national  office. 

So,  I guess  I just  encourage  people  to  be  open,  you  know,  to  any- 
one who  is  having  HD,  or  any  other  illness.  And  the  best  they  can 
give  you  will  be  given,  I think. 

SCHACHT:  Mrs.  Stackley? 

TESTIMONY  OF 
MURIEL  STACKLEY 
NEWTON,  KANSAS 


M.  STACKLEY:  It's  okay  to  cry.  At  Easter  time  in  1960,  when  I 

was  22,  and  my  mother,  Elizabeth  Thiessen,  was  58,  I was  encouraged  or 
forced  to  admit  that  our  family  needed  help  and  needed  it  badly.  That 
admission  was  a big  step  to  take.  For  years  leading  up  to  that  time, 
mother  knew  that  something  was  wrong  with  her  and  she  gave  it  whatever 
name  she  could — extended  menopause,  breast  cancer,  a frustrating  mar- 
riage, curvature  of  the  spine.  Her  doctors  and  we,  her  family,  gave 
it  names  like  hypochondria,  high  self-expectation,  need  for  attention, 
nervousness,  unhappiness,  mental  imbalance.  We  were  all  ignorant. 

In  desperation,  at  Easter,  1960,  mother  went  to  bed,  became 
incontinent,  refused  to  eat,  and  wanted  very  much  to  die.  Something 
physical  was  wrong  and  nobody  believed  her;  nobody  knew  what  it  could 
be . 


6-363 


Wichita,  Kansas 


May  10,  1977 


I reluctantly  consented  to  request  from  the  local  social  worker, 
an  order  for  committal  to  Topeka  State  Hospital,  Mother  was  given  a 
sedative  and,  her  head  in  my  lap,  we  drove  the  150  miles  to  Topeka, 

She  was  admitted  and  was  helped  to  an  upper  floor  in  one  of  those 
huge  buildings.  A few  weeks  later,  our  family  congregated  at  Topeka 
State  for  a visit  with  Dr.  IClearly] , I remembered  worshipping  every 
move  he  made,  every  word  he  said.  Here,  at  long  last,  was  a voice  of 
authority.  "Your  mother  has  Huntington’s  disease,"  said  Dr.  [Clearly] 
with  ringing  clarity.  And  he  proceeded  to  explain  it.  Our  attention 
came  out  in  humor.  Then  with  50  percent  chance  of  giving  it  to  each 
offspring,  out  of  five  siblings,  two  and  a half  of  us  could  expect  to 
get  it.  We  were  no  longer  ignorant.  Our  past  experience  now  made 
more  sense.  Our  experience  was  not,  as  we  had  assumed,  unique. 

Days  to  come  were  somewhat  predictable.  It  was  a relief  that  there 
were  physical  reasons  for  mental  and  emotional  difficulties.  We, 
especially  my  father, were  now  relieved  of  a lot  of  blame.  Freed  from 
household  and  marital  tensions,  mother  became  communicative  and 
animated.  There  were  down  spells,  but,  generally,  the  remaining  6 
years  of  her  life  were  characterized  by  cooperativeness  and  zest, 
along  with  the  increasing  problems  in  coordination,  speech  and 
swallowing.  I am  grateful  for  her  spirit  and  for  her  acute  and 
unflighting  awareness  of  her  creator. 

I’d  like  to  thank  you  for  accepting  this  assignment,  thank  you 
for  listening,  and  if  the  stories  begin  to  be  repetitive,  I pray  that 
you  have  much  grace  to  see  the  people  and  the  stories  and,  just  by 
your  presence,  bolster  us  with  your  support. 

As  a daughter  of  an  HD  victim, and  as  a sister  to  two  HD  victims, 
and  as  a person  at  risk,  I feel  that  the  continuing  need  for  friends 
of  HD  victims  is  to  learn  that:  (1)  HD  victims  are  human;  (2)  that  it 

is  not  necessary  to  stare  at  involuntary  physical  movement;  (3)  that 
HD  victims  need  to  be  assured,  and  assured,  and  assured  that  they  are 
wanted  and  loved;  (4)  that  there  is  endless  need  for  brief,  frequent, 
thoughtful  contacts;  (5)  that  there  are  methods  of  communication  other 
than  verbal;  that  when  your  speech  goes,  you  still  need  to  be  loved 
just  as  you  needed  to  be  loved  before  you  could  talk;  (6)  that  an 
altering  of  coordination  and  judgment  does  not  equate,  nor  necessarily 
include,  an  altering  of  comprehension  and  understanding. 

I feel  the  continuing  need  for  HD  families  to  learn:  (1)  what 

to  expect  of  HD;  (2)  what  drugs  are  useful  for  HD  victims;  (3)  what 
size  dosage  is  acceptable  and  safe;  (4)  that  they  are  not  alone  in  the 
world;  (5)  to  learn  what  doctors  will  take  an  interest  and  not  just 
pass  an  HD  victim  as  a hopeless  case,  caring  little  which  and  how  many 
drugs  are  ingested;  (6)  that  it’s  okay  to  cry. 
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CUTHHIF::  you  couldn't  have  said  a better  word,  could  you,  at 

t h«*  t*nd  of  Barbara's  testimony,  I think,  if  I've  learned  anything, 

I can ' t laugh  if  I can't  cry.  So,  thank  you, 

SCHACHT:  I just  want  to  make  one  point,  that  what  we  have 
heard  in  these  last  three  testimonies  is  the  tremendous  variability 
in  the  expression  of  this  disease,  from  age  of  onset, to  mental  or 
physical  reactions,  to  the  degree  and  length  of  time  that  the  patient 
may  survive--anywhere  from  two  or  three  years  from  onset  of  really 
serious  complications,  to  a very  long  period  of  time.  And  so  to  say 
that  you  can  absolutely  predict  how  a patient--once  they  have  been 
diagnosed--is  going  to  respond,  either  to  treatment  or  to  anything 
else--is  just  not  possible  at  this  time.  And  it  makes  it  very  dif- 
ficult to  come  up  with  nice  generalities  about  this  particular  disease. 

Thank  you. 

GRIFFIN:  There's  one  thing  that  I would  like  to  say.  It's  real 

disappointing  to  go  to  the  doctor  and  have  him  tell  you,  "Go  home  and 
live  with  this . " 

(Applause . ) 

SCHACHT:  Ms.  Ramona  Brice,  Sara  Noonan,  and  George  Arrow.  Please 

introduce  yourselves  and  your  affiliations. 

TESTIMONY  OF 
RAMONA  BRICE,  R.N. 

TOPEKA  VA  HOSPITAL 

BRICE:  I'm  Ramona  Brice  and  I'm  a nursing  instructor  from  the 

Topeka  VA  Hospital.  My  first  introduction  to  Huntington's  disease 
came  when  I was  an  instructor  at  Stormont-Vail  Hospital  and  I was 
instructing  student  nurses  there  in  neurological  conditions. 

At  that  time,  I arranged  for  affiliations  with  the  VA  Hospital 
so  that  they  may  see  what  types  of  conditions  they  would  be  expected 
to  care  for  in  the  future.  They  went  to  the  VA  Hospital  and  for  one 
day  participated  in  the  care  of  patients  with  Huntington's  disease, 
multiple  sclerosis,  and  other  conditions. 

Subsequent  to  that,  I became  a member  of  the  staff  at  the  Topeka 
VA  Hospital  and  worked  on  that  ward.  At  that  time,  I participated  in 
the  care  of  patients  in  the  advanced  stages  of  Huntington's  disease. 

At  the  time,  you  know,  it  was  very  difficult  to  accept  that  there  was 
not  very  much  hope  as  far  as  the  future  for  patients  with  Huntington's 
disease.  This  was  in  1970  and  there  were  beginning  to  be  efforts  made 
nationwide  to  advance  the  cause  and  I'm  very  grateful  to  be  here,  a 
participating  member,  to  offer  information  about  what  is  being  done 
presently  at  the  Topeka  VA  Hospital. 
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The  Topeka  VA  Hospital  has  provided  care  for  as  many  as  17 
patients  with  Huntington’s  disease  in  the  past  year.  Individuals 
in  each  stage  of  the  illness  are  provided  care  in  a multidisciplin- 
ary setting.  Although  the  various  professional  services  function 
according  to  a team  concept,  it  is  possible  to  highlight  each 
service  which  cares  for  the  patients. 

The  medical  staff  provides  ongoing  diagnostic  evaluation  and 
therapeutic  followup.  In  addition  to  specialized  neurological  and 
psychiatric  service,  medical  staff  have  conducted  research  on  Lithium 
Chloride  in  the  treatment  of  Huntington's  disease. 

The  rehabilitation  medicine  service  directs  efforts  to  limit 
disability  by  providing  skilled  corrective  therapists,  music  thera- 
pists, physical  therapists  and  especially  occupational  therapists. 
Adequate  facilities  are  available  in  clinical  areas  to  provide  indi- 
vidualized care.  In  some  instances,  adaptive  devices  are  recommended 
and  used  which  facilitate  more  independent  functioning  by  the  Hunting- 
ton's disease  patient.  For  example,  rimmed  plates,  swivel  spoons, 
and  Velcro  fasteners  may  be  used.  For  patients  in  early  stages,  sug- 
gestions for  home  arrangements  may  be  made  by  the  occupational  thera- 
pists. Communication  boards  and  crafts  activities  are  also  available. 

The  dietary  services  are  invaluable  in  efforts  to  maintain  ade- 
quate nutrition  for  patients  with  Huntington's  disease.  In  addition 
to  supplementary  nourishment,  dietary  recommendations  are  made  regard- 
ing food  temperatures,  textures,  and  food  likes  and  dislikes. 

Social  work  service  assists  the  patient  and  family  in  adjustment 
to  the  illness.  Counselling,  nursing  home  referrals,  coordination  of 
inpatient  treatment  program  with  the  family,  and  social  case  work  are 
some  of  the  contributions  by  social  work  service  to  the  team  efforts. 

Hospital  chaplains  minister  to  the  spiritual  needs  of  the  patients 
with  Huntington's  disease.  Spiritual  comfort  is  available  in  the  form 
of  visitations,  chapel  services,  and  televised  broadcasts.  Two  chap- 
lains offer  prayer,  anointing,  logotherapy,  or  the  healing  with  words, 
and  the  laying  on  of  hands  for  the  patients  and  their  families. 

The  nursing  staff  provides  ongoing  quality  care  for  patients  in 
all  stages  of  Huntington's.  The  maintenance  of  patient's  independence 
and  support  in  meeting  needs  are  considered  in  planning  care.  Currently 
nursing  care  criteria  are  being  developed  specifically  for  patients 
with  Huntington's.  These  criteria  will  serve  as  a tool  for  evaluation 
and  increasing  the  quality  of  care  being  given.  Nursing  staff  and 
others  are  also  developing  methods  for  improving  the  continuity  of 
care  when  the  patient  is  transferred  from  one  setting  to  another. 
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In-service  has  been  conducted  to  increase  the  knowledge  and  skill 
in  caring  for  patients  with  Huntington's;  and  for  each  promotional 
class,  a unit  is  included  on  the  care  of  patients  with  Huntington's. 
Awareness  has  been  increased  in  the  community  by  offering  an  open 
presentation  to  other  agencies  and  interested  persons.  Nursing  staff 
have  acted  as  resource  persons  for  affiliating  student  nurses  from 
four  schools  of  nursing.  In  addition  to  the  medical  library  resources 
available,  a resource  file  on  Huntington's  disease  is  made  available 
for  student  usage  and  they  use  this  with  each  group  that  comes  in. 
Students  have  been  allowed  to  utilize  videotape  presentations  which 
are  available.  We  have  that  one  film  that  was  produced  by  the  CCHD, 
and  we  also  have  one  that  was  produced  at  the  St.  Cloud  VA  Hospital 
in  Minnesota. 

Other  services  also  contribute  to  providing  and  improving  the 
quality  of  care  for  patients  with  Huntington's.  Those  services  pro- 
vided by  individuals  are  very  heartwarming.  For  example,  there  is  a 
veteran  with  Huntington's  who  was  observed  to  visit  the  canteen  at 
precisely  the  same  hour  daily  to  purchase  a Coke.  When  he  was  no 
longer  able  to  express  his  desire,  the  waitress  knew  what  he  wanted. 
The  pattern  was  thus  continued  for  a long  period  of  time.  His  satis- 
faction with  this  accomplishment  was  visibly  a lot  deeper  than  just 
having  a Coke. 

It  is  in  the  pursuit  of  providing  the  best  possible  care  for  the 
veteran  patient  that  efforts  are  being  made  to  increase  awareness  of 
Huntington's  disease  and  to  meet  the  needs  of  family  members  affected. 

GUTHRIE;  You  ended  where  I wanted  to  ask.  So  that,  you  even 
are  concerned  about  the  family  of  the  patient? 

BRICE:  Yes. 

GUTHRIE:  I love  your  description  of  what  you  do  do  for  the 

patient.  Could  you  say  then,  you  do  carry  on  some  further  help  for 
the  immediate  family? 

BRICE:  Particularly  the  social  work  service.  They  look  after 

the  continuity  of  care  that  is  being  given. 

GUTHRIE:  And,  again,  may  I ask,  does  this  patient  live  in  a ward 

with  other  patients  with  other  similar  problems? 

BRICE;  Yes.  There  is  a trend  towards  placement  of  patients  with 
varying  conditions  on  the  wards.  At  the  time,  for  instance,  that  I 
was  on  1-5C,  we  had  4 patients  with  Huntington's  disease  among  34 
other  patients, 

GUTHRIE;  Could  you  testify  for  us  and  say  why  you  tfhink  that  is 
helpful.  I believe  it  is,  but  I would  like  someone  in  your  position 
to  say  why  it  is  better  to  do  that  than  to  isolate  just  HD's  all 
together? 
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BRICE;  Well,  for  one  thing,  the  morale  of  the  staff  is  very 
important  in  maintaining  on  a day-to-day,  week-to-week , month-to- 
month  basis,  the  feeling  of  renewal  or  refreshment  upon  facing  each 
day.  And  when  you  have  a combination,  you  have  a mixture  and  you 
can  have  more  energy.  It  takes  a lot  of  energy  to  give  and  another 
thing  that  I would  like  to  mention  is  that  the  staff  goes  through 
the  same  stages  to  reach  acceptance  that  the  family  does.  And  a lot 
of  times  if  the  staff  is  able  to  have  the  time  and  the  energy  to 
work  through  their  feelings,  then  they  can  reach  acceptance  and  still 
maintain  a realistic  approach  to  the  management  of  the  patient. 

WEXLER;  Your  program  sounds  extraordinary  and  my  guess  is  that 
it  isn't  that  good  in  every  VA  throughout  the  country.  So,  the  ques- 
tion is,  was  there  some  particular  reason  for  a person  or  push  that 
developed  those  kinds  of  services,  and  training  and  awareness  in  your 
facility,  and  can  that  be  transferred,  do  you  think,  to  other  facil- 
ities around  the  country? 

BRICE:  Well,  I think  that  the  service  is  available  and  is  being 

given,  but,  really,  until  I looked  at  just  what  is  being  done  for  the 
Huntington’s  patient,  I,  myself,  didn’t  even  realize  all  of  the  services 
that  are  available.  And  if  there  is  a need  that  exists,  it  is  to  make 
everyone  else  as  aware  as  I am  now  of  the  possibilities  of  not  only 
everyone  being  aware  of  what  we're  doing,  but  also  disseminating  this 
information  to  other  institutions  who  would  like  to  offer  the  same 
services. 

WEXLER:  Is  there  somebody  there  who  is  particularly  interested 

in  the  disease,  or  who  would  make  sure  that  there  was  an  in-service 
training  unit  on  HD? 

BRICE:  Well,  I am  a nursing  instructor  and  I am  interested. 

WEXLER:  You're  the  one. 

BRICE:  And  there  are  also  two  physicians  who  are  interested  in 

doing  research  and  are  also  interested  in  the  condition. 

GUTHRIE:  I think  Nancy  wanted  to  know  how  did  you  become 

interested? 

BRICE:  Well,  I don't  think  that  I could  have  left  1-5C  and  the 

patients  that  I communicated  with — not  verbally,  but  heartwise — without 
a commitment  to  do  something  when  the  opportunity  presented  itself  in 
this  regard. 

WEXLER:  Would  there  be  a possibility  of  your  going  to  other  VA 

facilities  and  maybe  communicating  some  of  your  magic  there? 
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BRICE:  Well,  I’ve  been  aware  of  the  fact  that  other  VA  hospitals 

do  have  programs,  do  have  research,  are  developing  tools  for  assess- 
ment, which  is  a need;  tools  for  assessment  are  necessary  for  research. 
And  this  is  one  of  the  things  that  we  have  been  starting  to  share.  I've 
started  to  ask  other  VA  hospitals  and  nursing  staff  for  information 
that  they  have  collected  and  gotten  some  information, 

WEXLER:  Are  there  any  structured  channels  for  communication 

among  these  various  facilities? 

BRICE:  No.  So  far  it's  been  pretty  much  word  of  mouth,  you  know. 

Someone  hears  that  you're  interested  in  Huntington's,  or  that  you're 
presenting  a program--it  just  happened  that  we  were  presenting  a pro- 
gram on  Huntington's  at  the  same  time  that  there  was  a community  meet- 
ing of--or  a meeting  of  nurses  in  this  region  and  they  were  made  aware 
of  the  fact  that  we  had  an  interest  in  this  and  began  sharing  informa- 
tion. So,  it  has  been  pretty  much  word  of  mouth  and  that  would 
definitely  be  valuable  to  have  a common  ground  of  communication  of 
what  is  being  done. 

WEXLER:  So,  for  example,  if  there  was  something  structured  like 

workshops,  or  some  kind  of  flyer  between  various  facilities — would 
you  think  that  that  would  be  helpful  to  you? 

BRICE:  It  would  be  helpful  and  in  addition  to  the  fact  that  if 

there  were  common  grounds  of  communication  of  interested  persons,  or 
persons  who  are  doing  research  and  people  who  would  be  interested  in 
contributing  to  the  research,  that  this  would  be  another  area  that 
would  allow  more  cases  to  be  included  in  the  research. 

GUTHRIE:  I just  wanted  to  check.  I'm  assuming  that  you  do  use 

the  handbook  that  the  Committee  to  Combat  Huntington's  Disease  does 
produce? 

BRICE:  Yes. 

GUTHRIE:  You  are  using  it,  and  you  know  they  are  still  available 

for--as  you  go  along  the  road  that  Nancy  is  suggesting? 

BRICE:  Yes. 

VOICE:  What  handbook  is  that,  Marjorie? 

GUTHRIE:  We  have  a handbook  for  health  professionals  and  it  is 
distributed  widely  to  nurses,  and  hospitals,  and  we  try  to  get  it  even 
further  distributed.  So,  as  she  goes  along  the  path  doing  what  Nancy 
is  suggesting,  we  want  to  make  sure  she  knows  they  are  still  available. 

BRICE:  Right,  I let  each  one  of  the  student  nurses--make  her 

aware  of  the  fact  that  it  is  available  and  where  it  can  be  gotten. 
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SCHACHT:  Mr.  Anderson? 

ANDERSON;  Yes,  I was  curious  if  in  our  patient  care  area' — if 
we  would  want  someone  from  St,  Louis  to  come  to  be  with  you — like  our 
head  of  nursing  from  the  St,  Louis  University  School  of  Nursing — -to 
develop  some  of  the  skills,  would  that  be  possible  within  the  frame- 
work of  your  time  spans? 

BRICE:  That  could  probably  be  arranged;  you  know,  if  we  could 

agree  upon  objectives,  then  we  could  develop  an  in-service  program 
or  a program  for  her  purposes  that  she  could  use. 

ANDERSON:  Are  you  leaving  immediately  afterwards,  or  can  I get 

your  address  and  how  you  can  be  contacted? 

BRICE:  I will  give  you  my  address, 

SCHACHT:  Ms.  Noonan. 


TESTIMONY  OF 
SARA  NOONAN 
WICHITA,  KANSAS 

NOONAN:  My  name  is  Sara  Noonan  and  I am  a member  of  a family — 

the  Noonan  family — and  I have  four  sisters  and  five  brothers  and  we 
all  have  the  chance  of  having  Huntington's.  My  mother  is  the  one  that 
has  Huntington's.  Right  now,  I really  don't  know  what  I'm  going  to 
say,  but  here  goes. 

I've  found  lately  that — or  I've  always  noticed  that  we've  had  a 
lot  of  problems  about  money  and  there  has  always  been,  not  necessarily 
a lack  of  money,  but  it's  hard  getting  it  to  pay  for  bills  and  stuff 
like  that.  And  if  I didn't  know  about  the  disease — and  when  I go  see 
my  mother,  which  I rarely  do — but  if  I saw  her,  I'd  probably  think 
that  she  was  retarded,  first  off.  And  that's  why  I think  there  should 
be  more  communication  between  the  public,  between  families,  and  between 
the  doctors;  and  they  could  all  know.., 

GUTHRIE:  Sara,  why  don't  you  tell  about  the  nice  visit  that  you 

had  with  your  mother  just  the  other  day? 

NOONAN:  It  was  fantastic  because  my  mother  left  when  I was 

three.  I never  remembered  much  about  her.  But  she  is  a beautiful 
lady  and  she  has  a great  personality  and  a super  sense  of  humor, 
and  that's  where  our  family  gets  it.  Now,  when  we  went  up  there, 
we  surprised  her  and  told  her  that  we  were  going  to  take  her  on  a 
picnic,  which  my  sister,  Judy,  and  I did.  And  we  took  her  out  to 
the  lake  and  I said  words  that  I'd  really  never  said  before,  such 
as  "mother."  Some  people  take  it  for  granted — a mother.  But  on 
Mothers'  Day,  it's  really  hard. 
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And  It  I was  able--those  types  of  tests  that  you'd  be  able  to 
t 1 nd  uul  if  you  had  HD,  I would  rather  not  take  it  for  fear  of  having 
I t , because  I would  not  know  how  to  live  my  life  until  the  time  I got 
It.  But  if  T did  find  out  that  I didn't  have  it,  it  would  be  a relief 
--a  very  big  relief,  but  I just  pray  that  I can  be  like  my  other 
brothers  and  sisters,  because  they  have  a great  strength. 

And  that  my  dad  can  still  live  through  it — because  he  has  been 
through  so  very  much.  And,  like,  he  asked  me  what  I was  going  to  do 
when  I saw  my  mother  and  I told  him  I was  going  to  take  her  out  to 
the  lake--me  and  my  sister.  He  said  that  he  would  forbid  me  to  do  it 
for  fear--he  said  that  nursing  homes  don't  like  them  to  be  taken  away, 
but  that  is  not  true  for  my  mother.  The  last  time  that  we  took  her 
out,  she  liked  it  very  much  and  she  still  talks  about  it.  And  that's 
about  all. 

GUTHRIE:  Well,  why  don't  you — to  finish  it — you  took  her  out  on 
Mothers'  Day  and  you  had  a wonderful  visit  with  her.  And  she  did  speak 
to  you,  and  she  did  communicate,  isn't  that  important  to  say? 

NOONAN:  Oh,  yes,  very  much. 

GUTHRIE:  That  she  was  a whole  person  that  you  enjoyed  visiting. 

NOONAN:  She  is  very,  very  nice.  True,  it  is  hard  to  understand 

her,  but  it  just  takes  a talent  and  love. 

GUTHRIE:  And  you've  got  it  and  you  did  it.  And  that's  a wonder- 
ful, marvelous  attribute  that  you  have  as  a young  person.  And  I think 
you're  going  to  be  able  to  carry  this  burden,  because  you  have  that. 

SCHACHT:  Mr.  Arrow. 


TESTIMONY  OF 
GEORGE  ARROW 
WICHITA,  KANSAS 

ARROW:  I'm  appearing  in  the  name  of  Linda  [Weens].  I didn't 
know  I was  going  to  have  to  go  up  here  before  the  Committee  and  speak. 
I'm  glad  that  I have  the  opportunity  to  do  it,  even  though  it  is  quite 
an  emotional  thing  for  me  to  talk  about  it.  But  if  I can  help  other 
people  by  my  experience,  it  will  have  been  worthwhile.  That  is  why  I 
feel  like  I am  here  this  afternoon. 

It  has  been  a difficult  situation,  because,  if  I think  back  at  the 
years  involved,  I can  think  back  about  21  years  ago  when  I noticed  a 
change  in  her  personality;  how  she  would  get  depressed  and  hostile  to 
other  people  and  to  the  family.  And  this  kept  on  going,  more  depres- 
sions as  the  years  went  on.  Many  times  I left  her  home  and  she  said, 
"Well,  you  won't  see  me  when  you  get  back."  Many  times  I wondered 
what  she  meant  by  it,  but  it  was  depression.  She  just  wanted  to  get 
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away  from  it  all.  And  this  kept  on  going  until  we  finally  had  to  put 
her  in  the  hospital.  She  went  to  St.  Francis  Hospital,  was  there  for 
a while,  checked,  and  the  doctors  said,  "Well,  you've  just  had  a change 
of  life."  Nothing  was  ever  said  about  Huntington's.  Then  she  got  out 
for  a while;  she  was  put  back  in  again;  and  this  kept  going  back  and 
forth.  Finally,  the  Prairie  View;  from  Prairie  to  Lamed  and  then  back 
into  St.  Francis  Hospital  again.  She  was  given  24  shock  therapy  treat- 
ments, which  has  always  bothered  me  a great  deal  to  think  of  the 
torture  she  went  through;  and  then  finally  she  went  back  to  Lamed 
again . 

Of  course,  they  always  told  me,  "Well,  she  is  just  going  through 
the  change  of  life.  We'll  be  able  to  help  her."  Even  in  different 
institutions,  even  in  Prairie  View,  I was  encouraged  that  they  were 
going  to  be  able  to  help  her  with  it.  Her  family  history  and  records 
showed  that  there  were  several  people  that  had  Huntington's  disease 
but  nobody  ever  came  up  and  told  me — said,  "Hey,  there  is  nothing  you 
can  do  for  it  under  the  present  deal."  But  it  just  seemed  like  when 
I ran  out  of  money--couldn ' t pay  the  bills  anymore — then  somebody  came 
up  and  suggested  I take  her  to  Lamed.  Of  course,  she  was  in  Lamed 
the  last  time  only  about  45  days  when  they  called  me  down  and  told  me 
that  she  had  Huntington's, 

In  the  meantime,  I couldn't  understand  her.  Of  course,  I became 
real  bitter,  because,  you  know,  a person  just  can't  adjust  to  a change 
of  life.  You  finally  get  tired  of  it.  So,  I filed  for  a divorce.  Of 
course,  I got  the  divorce  before  she  was  taken  to — she  voluntarily 
wanted  it.  So,  anyhow,  down  at  Lamed  State  Hospital  and  then  they 
told  me  that  she  had  Huntington's  and  that  I'd  have  to  find  a place 
for  her  to  stay. 

In  the  meantime,  her  son  was  in  the  military,  so  she  was  put  in 
Kansas  State  Soldiers'  Home  at  Fort  Dodge,  where  she  still  is  today. 

She  does  not  recognize  any  people  anymore.  As  far  as  she's  concerned, 
she's  living  in  kind  of  a tiny  world  of  her  own.  She  can't  walk,  or 
anything  like  that  anymore;  and  she  can't  speak.  Sometimes  I go  down 
there  regularly  and  see  her;  sometimes  she  will  recognize  me,  other 
times  she  won't  know  that  I am  even  there.  She  won't  respond  or  any- 
thing. 

But  the  thing  that  I'd  like  to  see  is — it's  a very  heavy  financial 
drain  on  the  families;  let's  face  it.  Because  of  her  son's  military 
record,  of  course,  she's  getting  support  from  the  Government  and  that's 
Welfare,  but  it's  assigned  regularly.  This  has  been  a great  help,  be- 
cause I had  exhausted  every  financial  resource  I had  by  that  time. 

And  I have  been  able  to  re-establish  a home--she's  been  out  of 
the  home  now  10  years,  I've  remarried  and  the  children  have  grown 
up  under  normal  conditions.  They  are  very  happy.  I have  tried — as 
far  as  the  children  going  to  see  their  mother,  it's  up  to  them;  if 
they  feel  like  they  want  to,  they  can,  and  if  they  want  to  talk  about 
this,  okay. 
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And  I have  tried  to  cooperate  every  way  I can  with  helping  re- 
search work  on  it.  I might  say  this,  that  I’ve  got  a series  of  un- 
fortunate things — in  the  meantime  I have  contracted  Parkinson’s  but 
the  wonderful  thing  about  it  is,  there’s  medication  for  me,  but  for 
the  Huntington's,  as  far  as  we  know,  there  is  no  medication  yet. 

But  we  have  four  children;  I have  two  boys  and  two  girls  that 
are  working  with  me  in  my  business.  They're  going  to  take  over  and 
run  it.  Two  daughters — one  lives  in  Michigan  and  she's  36  years  old. 
She's  getting  along  beautifully.  And  then  the  boy' — the  next  one  down 
is  27,  and  then  23  and  21.  And  we  try  to  live  as  normal  a life  as  we 
can,  and  one  thing  I can  truthfully  say,  the  children  have  very  well 
adjusted;  they  do  not  worry  about  it;  they  feel  like,  "Well,  we  got  a 
life  to  live  and  we're  going  to  live  it  while  we  can."  And  I do  in- 
quire once  in  a while  and  try  to  see  if  I can  help  them  in  any  way, 
or  inquire  if  they  are  worried  about  it.  They  say,  "No,  Dad,  what's 
there  to  worry  about?  We  just  want  to  enjoy  today  and  live." 

And  I do  think  that  if  I had  known  what  I know  now,  it  would  have 
been  a much  different  situation.  It  would  have  been  much  easier.  And 
I think,  in  a way  of  encouragement  to  those  people  that  are  facing 
this,  I think  there  has  been  so  much  research  done,  and  with  the  help 
from  Federal  funds  and  all,  it  should  certainly  help  to  improve  the 
situation  for  the  people  that  face  this.  Now,  like  I say,  this  is  the 
only  reason  why  I'm  here;  to  talk  about  it,  to  try  to  see  if  I can  help 
somebody  else  through  my  own  experiences. 

It  hasn't  been  easy;  the  thing  is  the  confusion  and  the  heart- 
breaks that  occur  because  of  ignorance,  many  times.  And  I think  a 
real  extensive  educational  program  would  really  help. 

GUTHRIE:  I like  to  remind  people,  like  you--I'm  your  generation. 

We  did  do  everything  wrong  because  for  100  years  prior  to  our  first 
encounter  with  Huntington's,  everybody  had  been  hiding  and  we  were 
fighting  ghosts;  and  today  it  is  different.  And  we're  fighting  now 
for  real  people  with  real  problems  that  are  being  enuniciated  here. 

And  what  you  and  I did  wrong  20  years  ago  is  not  going  to  happen  in 
the  future  because  we  are  here  today.  And,  to  me,  that's  the  hope  of 
the  future;  that  we  are  all  here  today,  hoping  to  make  a difference 
in  the  way  in  which  we  treat  people,  in  the  nature  of  the  research, 
and  the  understanding  of  it.  And  I think  we  pay  a price — you  and  I. 

ARROW:  We  did. 

GUTHRIE:  But  I think  it’s  well  worth  it,  I wish  more  of  us 

could  do  it. 

ARROW:  Yes.  I have  done  another  thing,  I have  started  estab- 

lishing a trust  fund  so  if  any  of  the  family  should  be  unfortunate 
enough  to  encounter  it,  there  should  be  some  assistance  available,  at 
least,  on  a different  basis  than  what  I went  through. 
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GUTHRIE;  I also  want  to  point  out  to  you  that  you  didn’t  have 
the  medication  for  Parkinson's  a long  time  ago  either,  and  now  we 
do  have  it.  And  we  can  hope  that  there  will  be  medication  and  treat- 
ment for  HD  too, 

SCHACHT;  Thank  you  very  much,  Myrne  Roe,  Patricia  Ramer,  and 
Dr.  David  Harris? 

I might  add  that  if  any  of  you  want  to  submit  the  written  testi- 
mony that  you  read  from,  we  would  be  very  happy  to  receive  it. 

TESTIMONY  OF 

CONGRESSMAN.^  DANIEL  GLICKMAN 
WICHITA,  KAl^SAS 

(READ  BY  MYRNE  ROE,  ADMINISTRATIVE  ASSISTANT) 


ROE:  My  name  is  Myrne  Roe.  I'm  Administrative  Assistant  to 

Congressman  Dan  Glickman.  Congressman  Glickman  could  not  be  with  you 
today  and  asked  that  I read  the  following  statement  for  him. 

"Surely,  Huntington's  disease  is  one  of  the  cruelest  of  all  human 
afflictions.  Congress,  in  creating  this  Commission,  has  shown  its 
concern  for  the  victims  of  Huntington's  disease.  I am  testifying  here 
today  to  add  my  voice  to  those  who  urged  that  the  Commission's  report 
show  the  need  for  continued  Federal  assistance  in  financing  needed 
and  necessary  research. 

"As  a member  of  Congress,  I feel  strongly  that  the  Federal  Govern- 
ment has  a responsibility  to  support  medical  research.  Without  public 
monies  to  stimulate  and  encourage  research  interests,  the  possibility 
of  some  day  finding  a prevention  or  cure  for  Huntington's  disease 
will  be  all  the  more  difficult. 

"Thank  you  for  your  consideration  of  my  views." 

And  it's  signed,  "Dan  Glickman,  Member  of  Congress," 

GUTHRIE;  We  believe,  sincerely,  that  it  is  the  Congress  who  is 
going  to  be  most  helpful  in  the  future  as  we  come  with  our  recommenda- 
tions to  the  Congress.  I hope  that  you  will  take  back  to  him  some  of 
the  feelings  that  were  expressed  here  today  so  that  when  we  do  go  and 
say  this  is  what  we  think  you  ought  to  do,  he  will  be  wanting  to  do  it. 

ROE;  I think  that  he  will  be  wanting  to;  and,  yes,  I am  going  to 
take  some  of  those  feelings  to  him. 

GUTHRIE;  Thank  you, 

SCHACHT;  Thank  you,  Patricia  Ramer? 
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TESTIMONY  OF 
PATRICIA  RAMER 
HOXIE,  KANSAS 

RAMER;  I am  Patricia  Ramer,  I am  at  risk  for  Huntington’s 
disease.  My  father  died  of  it  several  years  ago,  and  I think  that 
I have  already  submitted  written  testimony  that  you  have  probably 
read.  And  so,  not  to  be  redundant  with  what  everyone  else  has  said 
and  what  I've  said  before,  I would  like  to  say,  though,  that  there 
are  three  areas  that  I really  feel  very  strongly  about  for  myself 
i;id  for  others. 

We've  been  talking  about  small  towns  here.  My  town  is  less  than 
2,000  in  northwest  Kansas.  And  so,  if  you  want  to  be  isolated,  go 
to  northwest  Kansas.  When  I first  heard  about  Huntington's  disease, 
that  my  father  had  it,  I had  no  idea  what  it  was,  you  know — what's 
that?  And,  of  course,  the  information  that  we  had  was  wrong.  "Oh, 
you  don't  have  to  worry,  but  your  sons  might." 

When  my  father  died  then  very  suddenly  of  cancer,  and  was  autop- 
sied  at  Ls  Jolla  Hospital  in  California,  and  it  was  there  that  I first 
got  my  first  real  definitive  view  of  what  Huntington's  disease  was. 

Up  until  this  time,  people  had  assured  me,  he  couldn't  have  Hunting- 
ton's disease  because  he's  too  old;  he  couldn'.t  have  Huntington's 
disease  because  of  this,  or  that,  or  you  know,  and  I really  didn't 
have  to  worry. 

When  I arrived  at  La  Jolla  Hospital,  the  very  young  doctor  there 
felt  I needed  to  be  instructed — which  I did — in  all  of  the  ramifica- 
tions of  Huntington's  disease.  And  he  gave  me  the  whole  load  in  20 
minutes.  And  the  first  thing  he  told  me  was,  do  not  have  any  children. 
And  I was  at  a loss  to  say,  "What  do  I do  with  the  children  I already 
have?"  My  baby  was  one  and  I wondered  if  I should  take  them  out  and 
drown  them  at  that  moment.  I was  unsure  whether  I could  even  get  up 
after  his  deluge. 

I realize,  he  was  giving  me  the  proper  information,  but  somehow 
he  had  forgotten  that  I had  feelings,  and  that  the  trauma  was  almost 
more  than  I could  assimilate  at  that  one  moment.  And  so,  I really 
felt  that,  somehow,  we  needed  to  educate,  not  only  the  brain,  but  the 
heart  for  when  they  have  to  talk  with  people  who  must  face  this 
Huntington's  disease. 

Also,  in  the  part  of  education,  because  I am  in  northwest  Kansas 
and  there  are  very  few  people  who  are  knowledgeable  about  it,  the 
Kansas  Committee  to  Combat  Huntington's  Disease  decided  to  have  a 
meeting  in  our  area.  And  I'm  really  in  the  center  of  the  18  counties 
in  northwest  Kansas  and  I contacted  every  doctor,  every  public  health 
nurse  in  our  area.  Have  you  any  idea  how  many  came  to  our  meeting? 
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Dr.  Pearson  flew  up  from  Wichita;  others  of  the  Committee  flew  up 
to  our  meeting.  Those  of  us  in  the  area--one  doctor  in  my  own  home 
town  came  and  one  public  health  nurse.  There  was  no  need  to  come. 

They  didn't  need  to  know  anything  about  it;  nobody  around  there 
would  have  the  disease;  nobody  around  there  would  have  any  interest 
in  it,  you  see. 

And  so,  we  had  a few  other  people  there,  but — -and  I feel  we 
have  a good  public  doctor  in  our  town,  I had  a packet  sent  to  him, 
a booklet  from  the  Committee  here,  and  he  returned  it  to  me.  He 
gave  it  to  my  husband  and  he  said,  "Give  this  to  your  wife.  She's 
probably  more  interested  in  this  than  I am,"  You  see,  I had  it  sent 

to  him.  I wanted  him  to  know,  but  it  wasn't  going  to  interest  him 

because  I was  the  only  person  he  knew.  And  he  figured,  you  know, 
well,  for  one  person  it  wasn't  necessary. 

And  so,  I feel  that  education  is  one  of  our  basic  needs  on  how 

do  we  get  people  to  know  that  it's  here,  and  that  even  if  you're  in 

northwest  Kansas,  there  are  others.  Barbara  lives  in  northwest 
Kansas  too.  And,  you  know,  we  aren't  the  only  people.  In  fact,  I 
have  heard  of  other  people  in  Goodland  and  other  people  in  Colby,  but 
even  though  I am  the  contact  person  for  our  Committee  in  northwest 
Kansas,  I cannot  get  their  names.  I can't  contact  those  people  and 
say,  we  want  to  help  you.  We  want  to  be  supportive  of  you.  You  know, 
I just  know  there  are  ghosts  there  someplace,  but  nobody  will  say  who 
they  are.  So,  I feel  that  this,  maybe,  is  going  back  to  this  business 
of  a registry  or  something,  where  we  would  know. 

Another  thing  is  diagnosis.  My  father  was  ill,  I am  certain, 
for  at  least  20  years.  He  was  unable  to  hold  a job  in  all  of  that 
time.  I mean,  keep  one — he  had  one  and  he  would  lose  it.  The  thing 
was,  no  one  in  that  time  ever  told  him, ''Go  to  a doctor  and  have  some- 
thing done.  You  are  an  ill  person."  And  so,  diagnosis  was  not  until 
he  was  59  and  then,  as  I say,  he  died  very  shortly  thereafter  of 
cancer.  His  mother  had  died  in  a mental  institution;  her  mother  had 
died  in  a mental  institution.  And,  of  course,  the  family  just  pre- 
tended that  they  were  not  strange  and  that  they  did  not  do  strange 
things,  you  know;  and  that  there  was  nothing  to  do  with  Huntington's 
disease.  And  because  of  this  hush-hush  business,  I have  been  unable 
to  find  anything  else  out  about  the  rest  of  the  family  as  far  as 
Huntington's  disease  is  concerned. 

All  right,  as  far  as  diagnosis  is  concerned,  I do  have  children. 

I had  children  before  I found  out  about  this.  What  do  I do  for  these 
children?  It's  very  nice  to  say  to  a family, ''If  you  don't  have  any 
children  then  you  cannot  pass  it  on,"  In  Kansas,  if  you  make  that 
statement  and  decide  that  I shall  adopt  instead  of  having  my  own 
children,  have  you  any  idea  of  what  the  chances  'Of  adoption  are  in 
this  State  at  this  moment?  There  are  22  adoptive  parents  for  every 
adoptable  child  in  the  State  of  Kansas  this  month. 
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C'.UTHRIE:  And  if  you  heard  the  testimony  earlier  today,  here 

was  a man  who  was  adopted  and  didn't  know  HD  was  in  his  family, 

RAMER:  Right.  I have  one  of  those  children  who  is  adopted 

arui  I hope  he  doesn't  have  it  in  the  back  of  his  family.  But  the 
point  is  that  this  is  not  anymore  an  alternative.  The  only  alterna- 
tive now,  really,  in  Kansas  is  to  say, "l  will  either  not  have  children 
I will  be  completely  childless,  or  I will  go  ahead  and  take  the  risk.’’ 
And  I think  that's  a poor  alternative.  Adopting  children  is  a wonder- 
ful way  to  become  a parent,  but  it's  not  really  very  feasible  now. 

Then,  I think  that  counselling  is  a very  important  third  thing. 

As  I said,  the  young  doctor  who  gave  me  my  first  introduction  knew 
a lot  about  Huntington's  disease.  He  was  in  Huntington's  disease 
research,  but  he  knew  nothing  about  people.  I don't  think  he  had 
lived  long  enough  yet  to  really  become--you  know. 

In  order  to  find  out  anything--!  felt  so  alone  and  I knew  no  one, 
and  I didn't  know  what  to  do  off  in  Timbuktu;  and  so,  finally,  a 
friend  came  and  said,  "I  found  this  little  piece  in  the  paper."  And 
it  said  that  there  was  an  organization  forming  in  Kansas  to  combat 
Huntington's  disease  and  there  was  a Dr.  John  Pearson  who  happened  to 
be  their  doctor,  and  I wrote  to  him,  and  travelled  all  the  way  to 
Wichita  to  get  some--to  visit  with  somebody  who  might  know  something 
about  what  I had  to  face,  or  whether  I had  to  face  it,  or  what  should 
we  do  as  far  as  our  family  was  concerned.  That  means  I had  to  come 
almost  300  miles  to  see  someone  who  knew  something — that's  the 
closest  to  my  home. 

Now,  should  I come  down  with  the  disease,  where  would  my  family 
go  for  help  for  me?  I mean,  there  just  isn't  anybody  around.  And  so, 
it  really  poses  some  real  problems  for  us  in  the  rural  areas,  as  some- 
one over  here  mentioned  earlier  this  morning. 

GUTHRIE:  Can  I just  ask,  I wanted  to  know,  where  was  your  father 

at  the  time — where  did  he  live? 

RAMER:  He  lived  in  California. 

GUTHRIE:  Oh,  he  was  living  in  California? 

RAMER:  He  was  living  in  Los  Angeles. 

GUTHRIE:  During  those  20  years  when  you  got  diagnosis? 

RAMER:  Yes,  right.  He  was  in  California;  he  was  in  Los  Angeles 
and  in  San  Diego.  And  it  was  finally  a doctor  who  had  had  previous 
experience  with  somebody.  But,  yes,  it  was  in  a metropolitan  area, 
not  in  the  rural  sticks  that  we're  living  in. 
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GUTHRIE;  Well,  if  it  will  make  you  feel  any  better,  I started 
out  all  by  myself.  And  I don't  think  there  was  anybody  within  50 
miles  of  where  I lived  who  had  Huntington’s;  and  look  where  we  are 
today.  So,  you’re  planting  seeds  where  you  are  and  we  don't  know, 
those  other  families  who  are  in  hiding  close  to  you  may  come  forward 
as  a result  of  the  work  of  the  Commission  and  the  kinds  of  things 
that  the  local  agencies  are  doing.  So,  stay  in  there  and  wait; 
that's  what  I did  and  here  we  are, 

WEXLER;  You  know,  I think  part  of  the  problem  that’s  diffi- 
cult to  plan  for  and  we  get  this  even  in  large  metropolitan  areas; 
people  say,  well,  there  just  aren’t  enough  families  with  this  disease. 
But  some  states  are  considering  regional  sort  of  travelling  roadshows 
--an  interdisciplinary  team  roadshow.  And  I think  that  in  this  less 
than  ideal  world,  probably  every  doctor  isn't  going  to  know  about  HD. 
But  if  a travelling  circuit  came  through  town  often  enough  so  that 
you  would  be  able  to  touch  base  frequently,  would  that  be  of  help? 

RAMER:  I don't  know  because  the  point  was  that  when  we  had  our 
meeting  in  northwest  Kansas,  all  of  these  doctors  were  contacted. 

Even  Barbara's  doctor  really  who  would  have  contact  with  Huntington's 
disease  did  not  come.  It  was  on  a Sunday,  his  day  off — I mean,  all 
of  these  things  and  doctors  are  very  busy  people,  and  I understand 
these  types  of  problems.  But  the  point  was  that  nobody--you  know. 

They  didn't  care,  I guess. 

GUTHRIE;  It  isn't  that  they  don't  care.  I want  to  defend,  if 
I will,  just  a little  bit,  a doctor's  situation  as  you  described  it, 
which  would  be,  he's  not  particularly  interested  in  that  phase  of 
medicine.  And  what  you  have  to  do,  as  Nancy  said,  if  the  roadshow 
came  around,  they  would  be  the  experts  for  you  and  your  family,  and 
the  doctor  in  that  community  who  is  not  interested,  is  never  going 
to  be  interested  unless  he  has  some  personal  contact  or  some  reason; 
and  maybe,  eventually,  he  might.  But  what  you're  suggesting,  or 
asking,  I think,  would  be  helpful  to,  at  least,  you  and  your  family. 
And  if  a local  physician  became  interested,  he  would  have  some  experts 
conceivably  to  go  to  for  more  detailed  information.  We  can't  interest 
every  single  doctor  in  this  country  to  be  interested  in  every  single 
thing  that's  going  on.  They  do  have  their  special  interests. 

SCHACHT;  Thank  you.  I've  heard  a number  of  comments  today  about 
the  rural  isolation  of  Kansas.  I would  like  to  point  out,  there  is 
a great  deal  of  rural  isolation  in  places  other  than  Kansas.  So 
that  it's  not  a problem  that's  unique  to  Kansas.  And,  again, 
with  the  assuraption  that  just  because  you're  in  a major 
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m».‘t  ropol  i tan  area  you  have  resources  available  to  you- — yes,  if  you 
know  someone  to  contact,  and  where- — you  know,  and  he  knows  and  she 
knows  who  to  put  you  in  contact  with  and  they’re  available,  get  you 
into  the  clinic,  et  cetera.  So,  the  isolation  with  regard  to  a 
single  disease  is  national, 

I can  tell  you  also  that  Iowa  is  beginning  a series  of  regional 
genetic  clinics  operating  out  of  the  University  of  Iowa  under  the 
direction  of  Dr.  Hans.  This  is  a diagnostic  counselling 

type  of  center  and  they  will  return  to  those  local  communities  every 
2 to  3 months.  Minnesota  has  something  similar,  but  not  quite 
that  elaborate. 

So,  some  resources  are  becoming  available  which  will  come  out 
and  be  able  to  be  of  support  to  you  in  your  own  community  and  to  the 
doctor  who  is  going  to  have  to  take  care  of  you.  It's  just  a matter 
of  our  having  to  begin  to  pull  them  together,  recognize  them,  and  see 
what  they  can  do  for  you;  and  make  them  do  it  for  you.  And  don't  go 
up  and  say,  "Would  you  provide,"  and  they  say,  "Well,  we  really  haven't 
got  the  time  or  the  funds";  you  say,  "I  don't  care,  it's  public  money 
and  we're  going  to  be  part  of  it." 

So,  I think  there  is  some  hope;  your  problems  are  not  unique. 

We  don't  have  any  resolution  to  them,  but  I think  there  are  some 
things  developing  which  make  it  infinitely  better  than  it  was  5 
years,  or  even  2 years  ago. 

Dr.  David  Harris? 


TESTIMONY  OF 
DR.  DAVID  HARRIS 
DEPARTMENT  OF  GENETICS 
CHILDREN'S  MERCY  HOSPITAL 

HARRIS:  I'm  David  Harris.  I'm  Associate  Professor  of  Pediatrics 

at  the  University  of  Missouri  at  Kansas  City,  and  I'm  a geneticist. 

I run  the  genetic  counselling  program.  But  one  of  the  strangest  things 
that  I have  to  report  is  that,  in  3 years,  I have  only  seen  one 
family  with  Huntington's  disease. 

I called  my  colleagues  at  University  of  Kansas,  because  I had 
been  in  the  public  health  service  before  I went  to  Mercy  Hospital  and 
I was  on  the  KU  campus.  And  I had  worked  with  Dr.  Dewey  Ziegler  on 
another  project,  and  I called  his  office  and  found  out  that  they  had 
done  a study  of  a group  of  families  with  Huntington's  disease.  Out  of 
15  families,  only  two  had  ever  seen  a geneticist. 

So,  part  of  tne  problem-''- 1 don't  want  to  read  my  testimony,  be- 
cause I'm  sure  it's  going  to  be  redundant,  but  I'd  like  to  pick  up  on 
some  of  the  things  that  have  been  said,  because  I think  they  reallv  are 
apropos . 


6-379 


Wichita,  Kansas 


May  10,  1977 


Huntington’s  disease  is  a fairly  frequent  disease  among  genetic 
diseases;  and  a fairly  good  estimate  is  one  per  10,000  births.  And 
in  terms  of  genetic  diseases,  of  which  there  are  a myriad,  this  is  a 
large  frequency.  And  the  problem  isn’t  just  Huntington’s;  it’s  pro- 
viding the  same  kind  of  service  to  a whole  group  of  diseases.  People 
with  other  diseases  need  the  same  kind  of  care;  they  need  the  same 
kind  of  people  to  talk  to  them. 

May  I ask  a question?  How  long  did  the  doctor  who  told  you 
about  Huntington’s  disease  spend  with  you,  totally,  can  you  recall? 

RAMER;  You  mean,  the  one  in  the... 

HARRIS:  The  one  in  La  Jolla. 

RAMER:  Twenty  minutes. 

HARRIS:  Twenty  minutes.  I rarely  even  get  to  start  to  talk  to  a 
family  about  the  disease  in  less  than  an  hour,  because  it  has  taken 
me  that  length  of  time  to  just  get  to  know  them  and  to  find  out  what 
the  disorder  is,  and  how  they  are  feeling  about  it.  And  then,  that 
hour  is  minimal;  it  may  take  2 or  3 more  hours  in  subsequent 
sessions.  And  I think  this  is  the  kind  of  service  that  people  need. 

And  they  need  it  for  Huntington's  disease;  they  need  it  for 
other  disorders  of  the  nervous  system;  they  need  it  for  many  disorders. 
And  so,  the  problem  is  a big  one  that  we  are  trying  to  work  on.  And 
I'd  like  to  pick  up  that  we're  trying  to  set  up  a rural  counselling 
program  for  Missouri,  too.  But  we  have  this  in  the  planning  stages 
and  we're  going  to  try  and  start  our  pilot  counselling  sessions  in 
some  other  Missouri  communities  next  fall.  I don't  know  whether  we 
will  make  that  deadline  or  not,  but  that's  what  we're  trying  for. 

So,  there  are  some  of  us  who  do  care.  But  we're  set  aside;  you 
see,  I'm  not  under  the  same  pressures  to  see  patients  that  the  average 
physician,  or  even  the  average  neurologist  is  under.  And  so,  I get  to 
spend  more  time.  We  have  another  group  of  people  that  we're  now  work- 
ing with  extensively.  These  are  people  who  have  Masters  degrees  in 
genetics  and  genetic  counselling,  who  are  trained  to  deal  with  the 
families  in  the  same  way.  I have  one  who  works  with  me  who,  you  know, 
.if  I'm  sick  and  something  serious  comes  along,  I have  no  doubt  that 
he  will  handle  it  just  as  well  as  I would.  So,  there  are  other  pro- 
fessionals who  are  being  trained,  who  are  going  to  be  very  useful. 
Exactly  what  their  roles  are  going  to  be  is  one  of  the  things  that's 
being  defined  now. 

I have  one  other  curious  thing  that  I came  across  in  reviewing 
for  this  that  I’m  kind  of  concerned  about;  and  that  is,  whether  one 
is  giving  the  proper  kind  of  counselling.  There  are  some  things  in 
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terms  of  the  age  distribution  which  help  to  minimize  what  the  person's 
risk  is.  So  that,  if  you  have  a parent  or,  say,  you  have  a grand- 
parent with  Huntington's  disease,  the  risk  of  your  having  Huntington's 
disease  is  not  one  in  four,  which  is  what  everybody  would  think  of 
right  off  the  bat,  because  a 50-50  chance  with  each  generation — because 
the  parent  gets  older,  and  as  he  gets  older  and  doesn't  have  symptoms, 
his  risk  goes  down.  And  this  must  be  in  the  part  of  the  genetic 
counselling  for  every  family  with  Huntington's  disease. 

And  most  doctors — you  know,  most  doctors  don't  know  anything 
about  Huntington's  disease.  Most  don't  know  very  much  about  genetics 
either.  And  I get  kind  of  frustrated.  I'm  in  an  institution  that  is 
training  physicians,  that  I've  been  in  for  3 years,  and  I have  not 
had  one  resident  spend  a month  with  me  as  an  elective.  I've  had  stu- 
dents, but  no  residents.  And  in  pediatrics,  that's  tragic,  because 
25  percent  of  admissions  to  pediatric  hospitals  are  for  genetic  dis- 
eases . 

So,  you  know,  we're  going  to  have  to  do  some  catching  up  in  our 
training  program,  and  the  way  we  handle  patients  to  satisfy  your  needs. 
That  is  also  going  to  mean  a change  in  the  way  of  funding.  You  know, a 
surgeon  will  get,  what,  $300  for  an  appendectomy,  which  takes  20  minute 
If  I tried  to  submit  a bill  to  Blue  Cross-Blue  Shield  for  the  $100 
that  that  hour  really  costs  in  terms  of  my  time — and  in  our  center 
we  computerize  the  pedigree;  we  correspond  with  the  family;  we  send  a 
summarizing  letter  to  the  family;  and  we  send  a carbon  copy  to  the 
doctor — not  the  usual  consultation  thing  where  the  doctor  gets  a let- 
ter and  may  or  may  not  communicate  its  contents  to  the  family.  We 
communicate  directly  with  the  family  and  give  the  doctor  the  carbon 
copy.  So,  you  know,  I think  things  on  that  line  are  going  to  move. 

I was  trained  as  a population  geneticist  and  so  I'm  doing  something 
else,  naturally.  But  one  of  the  things  that  I was  interested  in  is 
how  genes  behave  in  a population.  And  one  of  the  things  that 
intrigued  me  was,  in  several  studies  of  Huntington  s disease  in  fam 
ilies,  the  affected  members  out-reproduced  the  normal  members  of  the 
family.  And  that  also  outdoes  the  normal  population  without  Hunting- 
ton's disease  in  the  family.  And  I'm  very  curious  why  this  occurs, 
because  I think  some  of  these  behavioral  things  are  going  to  be  very 
important  in  terms  of  how  we  deal  with  families.  And  I think  that  s 
an  open  question. 
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The  other  thing  that  I’d  just  like  to  point  out  quickly  is  to 
make  a plea  that  one  consider  in  funding  research  projects — and  I 
know  the  families  of  Huntington's  disease  want  all  the  effort  to  be 
placed  on  solving  the  problem  of  Huntington's,  but  the  answer  to 
Huntington’s  may  come  from  someplace  else.  And  so,  my  very  strong 
plea  is  that  we,  in  setting  up  research  programs,  and  research  fund- 
ing, do  it  on  a very  broad  basis,  because  nobody  knows  where  the 
answers  are  really  going  to  come  from.  And  let's  not  bite  our  noses 
to  spite  our  faces. 

I guess,  maybe.  I'll  make  one  more  statement  about  alternatives 
for  people.  I think,  you  know,  the  children  of  a patient  with  Hunting- 
ton's disease — what  should  they  do  in  terns  of  reproduction?  I think 
the  women  are  worse  off  than  the  men,  because  if  the  man  is  the 
potential  carrier,  one  could  elect  to  use  artificial  insemination; 
and  I think  this  might  be  something  that  some  families  might  wish  to 
consider.  The  problem  for  the  woman  is  much  farther  away,  unfortu- 
nately, but  I think — 


VOICE:  They're  doing  it  in  cattle. 

HARRIS:  Oh,  well,  artificial  insemination  is  done  in  man,  too. 

VOICE:  No,  I mean,  implanting  cows  into  a mother,  you  know. 

HARRIS:  Oh,  yes.  Well,  there  was  a report  in  Lancet  about 

a year  ago  that  somebody  had  tried  implanting  a human  embryo  into  a 
woman.  It  was  done  under  very  hush-hush  circumstances.  Can  you 
imagine  what  would  have  happened  in  Cambridge,  Massachusetts  after 
the  flack  about  genetic  engineering,  if  that  had  been  done  in  Boston. 
Well,  there  are  other  issues  in  Boston  that  are  very  similar  but  — 
So,  I think  I will  stop  with  that  unless  somebody  has  a direct 
question . 


GUTHRIE:  Well,  directly  then,  you  are  definitely  interested  in 

support  for  basic  research,  which  I appreciate.  And  the  other  thing 
is,  as  being  a geneticist,  do  you  have  any  suggestions  to  us  as  to 
how  we  can  promote  more  education?  For  instance,  I'm  concerned,  when 
you  said  no  one  came  to  see  you,  could  it  be  that  maybe  they  thought 
it  was  going  to  be  too  expensive? 
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HARRIS;  Well,  in  our  institution,  it’s  ridiculously  cheap. 
Patients  are  charged  the  outpatient  visit  fee,  which  is  $12,50,  So, 

I think  that's  a pretty  good  bargain  rate.  We’re  supported  by  a 
private  grant.  Unfortunately,  to  expand  services,  more  funds  are 
needed  and  I feel  that  part  of  this  is  really  in  the  financing  of 
our  whole  health  care  delivery  system,  unfortunately. 

We,  in  this  country,  reward  procedures,  you  know.  And  that's 
part  of  the  flack  about  the  Medicaid  mills  in  New  York  and  how  they 
got  their  fees  up--is  if  you  do  25  lab  tests,  or  you  prescribe  a pair 
of  shoes,  or  something,  then  you  can  collect  a fee.  There  is  not 
much  in  the  way  of  support  in  terms  of  the  usual  channels  of  reim- 
bursement of  medical  care  for  the  physician,  or  the  non-physician, 
who  spends  an  hour  and  a half  to  three  hours.  That  cost  has  to  come 
from  someplace  else.  And  so,  how  these  sorts  of  care  are  funded,  I 
think,  are  part  of  the  issue. 

GUTHRIE:  Are  you  aware  of  the  fact  that  there  is  a bill  in  the 

Congress  that  did  not  get  its  funding  for  1976-77,  and  we  testified 
for  '78  and  we're  keeping  our- fingers  crossed?  Unfortunately,  the 
broad  public  is  not  aware  of  the  need  that  you  spoke  of,  which  would 
have  been  addressed  by  this  bill.  And  we've  tried  desperately 
to  get  information  out  to  the  public  to  support  the  bill.  I don't 
know  whether  you  might  tell  your  Congressman, 

ROE;  He's  aware. 

GUTHRIE:  He's  aware  of  that  bill  for  genetics — for  support — 

I forgot  the  number. . . 

ROE:  I've  forgotten  the  number  too,  but  he  did  mention  it  last 

week . 


WEXLER;  94-278. 

GUTHRIE:  94-278,  we  are  very  anxious  to  get  a foot  in  the  door 

for  this  non-categorical  approach  through  genetic  disease  research 
and  service  delivery. 

SCHACHT;  I would  just  like  to  make  one  point  on  the  late  onset, 
or  the  onset  in  a grandparent  and,  therefore,  the  parent.  It  might 
not  be  at  as  great  a risk.  The  variability  of  clinical  expression 
that  we've  already  heard  in  hearings  today — and  I have  seen  families 
in  which  onset  is  as  late  as  the  60 's  and  70's--a  very  functioning 
individual  with  the  disease  at  58,  So,  I would  be  hesitant  to  reduce 
that  risk  a great  deal.  And  this,  again,  is  my  own  personal  bias 
on  this--unless  it  was  a family  with  very  early  onset  and  the  grand- 
parent has  onset-'^is  clear  at  60,  say. 
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HARRIS:  Well,  one  can  only  work  with  the  information  that  one 

has.  And  all  genetic  counselling  is  based  on  probability.  And  the 
probability  decreases  as  one  ages,  and  so,  therefore,  that's  the 
best  information.  Nobody  guarantees  in  genetic  counselling--  the 
only  time  we  can  guarantee  in  genetic  counselling  is  when  we  have  a 
biochemical  method  of  identifying  the  disorder. 

Since  I've  just  been  dealing  with  this,  if  we  have  a family 
that  has  had  a child  with  metachromatic  leukodystrophy  which  is  one 
of  these  early  onset  degenerative  diseases  of  the  nervous  system, 
that  we  have  a way  of  identifying  the  affected  individual  biochemi- 
cally, and  it  has  been  identified  in  utero,  you  know,  one  can  do  pre- 
natal diagnosis  and  say  this  baby  is  going  to  be  affected,  and  be 
99  percent  sure. 

Even  without  using  the  more  advanced  probability  methods,  if 
one  says  the  probability  of  your  being  affected  with  Huntington's 
disease  is  50  percent,  you  still  have  a 50  percent  chance  of  being 
wrong. 

SCHACHT:  I wouldn't  say  being  wrong,  but  not  having  it. 

WEXLER;  I'd  like  to  pursue  what  you  said  about  families  not 
coming  for  counselling,  because  this  is,  I think,  something  that  is 
consistent  across  the  country,  and  intriguing.  I'm  not  sure  whether 
or  not  they're  not  getting  referred  by  neurologists,  which  I think 
is  part  of  the  problem,  because  the  neurologists  want  to  do  their 
own  counselling  and  the  Mendelian  statistics,  50-50,  is  pretty  simple 
and  that's,  generally,  what  most  people  get;  that's  it.  I don't 
think  that  most  people  even  get  the  one-quarter  in  the  grandchild 
generation. 

But  I think  it  also  has  to  do  with  the  notion  of  what  will  you 
get  when  you  talk  to  a genetic  counsellor?  Is  it  going  to  be  more 
facts  and  statistics?  If  I can  just  digress  for  a minute — I think 
that  one  of  the  most  important  counselling  things  that  I ever  heard 
was  something  that  Mrs,  Stackley  said  today,  which  is,  that  it's 
okay  to  cry.  Now,  that,  generally,  isn't  part  of  a genetic  counsel- 
ling and. . . 

HARRIS:  Gee,  not  in  my  place. 

(Laughter. ) 

WEXLER:  Okay,  then  you're  unique.  And  the  question  that  I had 
is  that  it  seems--I  mean,  after  Sara  Noonan,  and  Barbara  Griffin,  and 
a few  other  people,  I was  just  sitting  here  kind  of  completely  over- 
whelmed, but  it  made  me  feel  that  somehow,  somewhere , there  needs  to 
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bi-  somebody  that  people  can  talk  to,  just  to  ventilate,  just  to  cry 
about  not  having  a mother.  And  that  most  people  don't  think  of  a 
genetic  counsellor  in  that  vein;  they  don't  go  to  a psychologist, 
because  they  don't  have  a mental  problem;  it's  a problem  in  living. 

And  so,  what  is  a counsellor  trained  to  do;  how  do  we  communicate 
that  to  the  public  so  that  they  know  that  they  have  potentially  a 
resource  and  how  do  we  pay  for  it? 

HARRIS:  Good  question.  Part  of  it  is  that  there  is  also  style 

in  terms  of  genetic  counselling.  There  are  the  geneticists  who  are 
purely--you  know,  they  do  it  in  panels;  you  know,  somebody  says  this 
and  the  next  person--you  know,  the  patient  or  the  family  is  confronted 
with  a panel  of  experts.  We  do  it  one-to-one.  We  have  one  person 
who  carries  the  family  through  from  intake  through  final  interpreta- 
tion. He  can  use  other  people  if  he  needs  them,  but  that  one  person 
does  the  whole  thing. 

And  I can  tell  you  what — I know  that  one  style  is  this  very  cold 
statistical  kind  of  thing.  I don't  know  whether  that's  the  majority 
anymore.  I think  many  of  us--at  least,  the  genetic  counselling 
literature  are  dwelling  more  on  the  importance  of  understanding  how 
the  family  feels  about  the  disease,  what  their  reactions  are,  the 
state  of  their  marital  relationship,  all  of  the  various  psychosocial 
factors  to  try  and  bring  in,  along  with  the  statistics.  And,  at  least, 
we're  trying  to  do  that  and  a number  of  other  centers  that  I know  of 
are  also  trying  to  do  that. 

So  that,  in  fact,  for  many  families  with  a number  of  diseases, 
we  have  served  as  a place  where  the  family  has  been  able  to  ventilate, 
enough  to  diffuse  a potential  malpractice  suit  on  a couple  of  occasions. 

WEXLER:  How  much  training  in  counselling  do  your  students  get 

--counselling  techniques?  You  know,  the  students  that  work  with  you 
and  trained  there? 

HARRIS:  We  don't  train  anybody,  because  we  don't  have  enough 

personnel  to  offer  a reasonable  training  program  as  yet.  All  the 
people  that  we  have — are  using — have  been  trained  before  they  have 
come  to  work.  We  have  two  genetic  counselling  associates  and  myself. 
We're  the  ones  that  do  all  the  counselling. 

VOICE  : One,  just  on  that  genetic  counselling,  I'd  like  to 

have  the  statement  that,  in  my  opinion,  counsellors' — be  it  genetic 
counselling  or  other  areas  or  disciplines — are  born,  they  are  not  made 
in  academic  classrooms. 

WEXLER:  Yes,  but  they  can  be  shaped. 
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VOICE  : They  can  teach  them  some  skills,  but  the  ability,,. 

GUTHRIE;  Well,  we  can  knock  a few  things  into  them, 

HARRIS:  Well,  what  you  have  to  do  is  you  have  to — what  one 

needs  are,  in  general  medical  education,  more  people  who  have  inter- 
est in  both  behavior  and  in  physical  medicine  at  the  same  time.  And 
I happen  to  have  gone  to  a medical  school  where  that  was  true.  And 
I think  that  helped  a great  deal. 

WEXLER;  In  your  own  training,  were  you  ever  given  any  specific 
course  work  in  either  personality  theory  or  counselling  techniques? 

HARRIS;  I wouldn’t  say  I had  separate  instruction  in  that.  We 
had — in  the  medical  school  I went  to,  we  began  psychiatry  in  year  one, 
and  psychiatry  went  year  one,  two,  three,  four.  And  when  you  were  on 
the  medical  ward,  one  day's  rounds,  we  were  with  a psychiatrist;  one 
day's  pediatric's  rounds  were  with  a psychiatrist;  and  one  imbibes 
this  along  the  way,  if  one  is  plastic  enough.  If  you're  too  rigid, 
you're  going  to  be  hopeless  but,  hopefully,  people  are  going  to  be 
flexible  while  they're  in  training. 

GUTHRIE:  Where  did  you  go  to  school? 

HARRIS:  University  of  Rochester. 

SCHACHT:  Thank  you  all  very  much.  Ms.  Jan  Hinnenkamp,  the 

testimony  of  Dr.  Terry  L.  Myers,  and  Mr.  Robert  Casanova. 

TESTIMONY  OF 
JAN  HINNENKAMP 
WICHITA,  KANSAS 

HINNENKAMP:  My  name  is  Jan  Hinnenkamp.  I'm  20  years  old  and 

I'm  at  risk  for  Huntington's  disease.  I'm  the  last  of  three  children. 
My  brother  is  26 — he's  the  oldest — and,  at  this  point,  none  of  us 
have  really  shown  any  symptoms  of  HD. 

My  mother's  family  was  informed  of  its  hereditary  link  to 
Huntington's  disease  almost  20  years  ago.  The  family  knew  that  it 
had.  a history  of  a nervous  disorder,  but  it  was  not  until  then  that 
it  was  given  a name.  Our  family  history  would  indicate  that  most  of 
those  afflicted  with  HD  experienced  the  first  symptoms  when  they  were 
in  their  20 's  and  30 's.  My  grandmother  and  mother  both  seem  to  fit 
into  this  pattern,  since  they  both  exhibited  their  first  symptoms 
when  they  were  in  their  early  30 's. 

My  mother's  irritability  and  moodiness  seemed  natural  to  me, 
mostly  because  I had  never  really  known  her  before  the  symptoms  of 
HD  appeared.  I was  born  shortly  after  some  of  the  earlier  signs  became 
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apparent,  so  much  of  the  early  family  history  is  from  my  grandmother. 
Most  of  this  concerns  the  fact  that  my  mother  began  to  have  dramatic 
c'hanqes  in  her  moods,  and  became  very  nervous  and  upset.  Then  she 
would  have  severe  periods  of  extreme  depression. 

My  own  memories  seem  rather  vague,  due  somewhat  to  the  fact  that 
for  years  I have  tried  to  hide  and  cover  much  of  the  everyday  horrors 
that  I remember.  Much  of  what  happened,  I did  not  understand  and,  only 
now,  can  I look  back  with  a little  more  clarity  and  a little  less 
quilt. 

At  first,  I thought  that  my  family  life  was  similar  to  everyone 
else's.  But  then,  I later  came  into  contact  with  other  families  and 
I realized  that  things  were  drastically  wrong.  Mother  and  father 
slept  in  separate  bedrooms  and  for  years  I was  switched  from  one  to 
the  other,  depending  on  who  was  feeling  up  to  having  me  sleep  with 
them.  This  went  on  until  I was,  like,  13  years  old. 

My  mother  developed  this  fear  that  someone  would  see  her  in  her 
deteriorating  condition,  so  I lived  for  years  in  a house  that  was 
continually  dark.  Every  window  was  covered  by  Venetian  blinds  or 
shades,  or  even  pieces  of  cardboard.  And  mother  would  become  very 
upset  if  anyone  was  ever  careless  or  foolish  enough  to  leave  a window 
uncovered . 

After  a while,  she  quit  eating  with  the  family  at  the  table  be- 
cause she  was  no  longer  able  to  control  her  spastic  motions  enough 
to  eat  without  spilling  things.  She  did  not  want  us  to  watch  her  in 
her  helplessness,  but  for  years  I didn't  know  that  this  was  the  reason. 
My  mother  was  forced  to  make  other  compensations  for  her  physical 
disabilities.  She  was  no  longer  able  to  drive,  but  she  did  not  like 
to  be  seen  in  public  anyway,  so  this  was  no  real  problem,  except  that 
my  father  had  to  take  over  most  of  those  responsibilities  then.  She 
began  typing  the  grocery  list  when  she  was  no  longer  able  to  write 
legibly.  One  thing  I do  remember  is  when  she  would  have  to  sign  a 
check  or  a paper,  it  would  take  her  5 minutes  just  to  write  her 
signature,  and  even  then  you  could  hardly  read  it. 

One  of  my  most  prevalent  memories  was  that  she  always  stood  in 
the  corner  of  the  kitchen  gazing  at  nothing  and  smoking  an  endless 
stream  of  cigarettes.  The  few  attempts  I made  in  communicating  with 
her  were  usually  spent  in  trying  to  make  her  smile,  or  at  least 
respond.  She  was  so  moody  and  silent  and  I just  wanted  her  to  know 
that  I cared.  I never  remember  her  touching  or  kissing  me,  which  in 
a way  reflects  the  isolation  and  distance  that  was  felt  throughout 
our  family. 

Some  other  memories  concern  my  family,  such  as  losing  her  temper. 
She  usually  did  this  with  the  second  oldest  child.  Sometimes  she'd 
whip  him  until  a yardstick  would  break  and  she'd  continue  doing  it, 
and  end  up  stabbing  him  several  times . 
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For  years  our  family  tried  to  maintain  the  routine  of  normal 
activities,  Sunday  became  the  worst  trial  of  the  week.  Father  would 
take  us  to  church  while  mother  remained  home.  She  would  start  to 
cook  a large  dinner  for  us  but  then  would  become  upset  and  throw 
everything  into  the  trash.  This  would  result  in  a vicious  argument, 
resulting  in  my  father  taking  a large  drink,  and  then  taking  us  to 
the  park  for  lunch.  Then  we  would  return  home,  mother  having  shut 
herself  into  my  room. 

And  this  sort  of  began  a game  of  hide-and-seek  that  my  parents 
would  play.  Mother  would  roam  around  at  night  while  the  children 
and  the  father  were  in  bed.  And  there  were  other  nights  when  I would 
wake  to  the  sound  of  screaming  and  yelling.  Mother  would  retreat  to 
my  bedroom  where  I would  be  pretending  to  sleep,  feeling  too  guilty 
and  ashamed  to  let  her  know  that  I had  witnessed  their  quarrel. 

My  father's  drinking  grew  steadily  worse.  This  seemed  to  iso- 
late the  family  even  further,  the  children  being  unable  to  talk  to 
either  parent.  The  arguments  became  more  frequent  and  violent.  Many 
times  my  father  would  push  my  mother  around  physically  while  she 
cried  for  us  children  to  help  her.  I don't  think  that  I was  out  of 
grade  school  yet;  my  oldest  brother  only  in  junior  high.  We  would 
sit  together  in  the  kitchen  and  only  Jack  was  the  one  able  to  cry  and 
Frank  and  I would  just  sit  there. 

My  feelings  began  turning  towards  hostility  and  resentment.  The 
constant  tension  began  to  be  unbearable.  No  one  ever  really  talked 
with  me  about  what  was  happening  to  my  mother,  emotionally  and 
physically.  I began  resenting  the  fact  that  my  mother  was  no  longer 
able  to  continue  with  her  normal  duties  and  many  of  these  were  being 
passed  down  to  me.  I began  now  to  see  that  other  children  my  age  had 
a more  normal  family  life  and  I became  envious. 

Also,  my  mother's  symptoms  were  becoming  increasingly  worse, 
especially  her  choreic  movements  of  her  arms  and  legs.  When  she 
would  sit  in  a chair  in  the  kitchen,  her  shoes  made  a constant 

scraping  noise  on  the  floor  and  this  could  be  heard  throughout  the 

house . 

Mother  decided  to  commit  suicide  when  I was  13,  She  refused  to 
eat  for  several  weeks  and  would  not  do  anything  except  stare  out  of 
the  kitchen  window.  She  had  not  washed  her  hair,  or  bathed,  or  changed 
her  clothes  in  that  period  of  time  either.  She  had  given  up  smoking 
a few  weeks  before  after  she  lit  her  hair  on  fire  several  times.  She 
slept  on  a small  matress  on  the  kitchen  floor  during  this  time  and 

would  hide  out  when  we  came  home  from  school.  My  father  was  finally 
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instructed  by  the  doctor  to  get  her  drunk  and  call  an  ambulance  to 
take  her  to  the  hospital, 

I,  and  my  brother  Craig,  had  just  gotten  home  from  school  and 
were  forced  to  watch  our  mother  being  taken  out  of  the  house  tied 
onto  a stretcher  while  she  screamed  obscenities  at  my  father  who  had 
to  follow  the  ambulance  by  himself.  It  was  the  first  time  I had 
ever  seen  him  cry. 

Mother  was  transferred  to  Lamed  State  Hospital  where  she  re- 
mained for  6 years  until  her  death  in  December  of  1975.  My  father 
died  when  I was  16  and  my  older  brother  acted  as  my  guardian  until 
I turned  18.  That  was  when  I started  taking  more  interest  in  my 
mother's  care.  But  my  attempts  to  find  out  her  general  physical 
condition  were  generally  blocked. 

Although  she  received  adequate  custodial  care,  I was  never  sure 
about  the  other  aspects  of  her  institutionalization.  She  once  told 
me  that  she  was  doing  occupational  therapy,  which  consisted  of  tearing 
rags  into  strips.  Her  staff  doctor  was  changed  every  time  I called 
and  the  only  response  I received  was  that  they  didn't  know  anything 
because  they'd  only  been  on  the  case  a few  days.  Clothing  that  was 
sent  to  her  by  other  relatives  never  seemed  to  reach  her  and  the 
staff  never  verified  what  she  did  have  or  need;  not  even  to  her 
court-appointed  guardian. 

None  of  the  family  was  aware  that  she  was  dying  until  a distraught 
doctor  called  me  telling  me  that  she  was  very  ill.  The  social  worker 
had  not  informed  the  guardian  either,  and  by  the  time  my  brother  and 
I arrived  in  Lamed  she  was  close  to  death.  She  died  2 days 
later  wanting  desperately  to  tell  us  something,  but  only  able  to 
produce  a gurgling  sound. 

Although  most  of  my  mother's  nine  brothers  and  sisters  were 
present  at  the  funeral,  nothing  was  said  in  regards  to  HD.  I have 
only  recently  been  able  to  discuss  it  with  other  members  of  the  family 
when  I was  trying  to  solicit  testimonies  from  them.  And  I don't 
think  any  of  them  ever  turned  any  in.  Hopefully,  my  family  can  be 
more  open  with  each  other  in  the  future,  but  there  are  so  many  years 
of  pain  and  misunderstanding  in  the  way. 

I realize  that  this  testimony  may  be  rather  rambling  and  vague 
on  some  of  the  issues  I wanted  to  stress,  I mentioned  my  early  family 
history  in  order  to  show  how  much  such  a disease  can  affect  a family. 
Perhaps,  with  more  education,  if  family  and  genetic  counselling  had 
been  available,  all  of  this  could  have  been  avoided,  including  my 
father's  alcoholism. 
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Certain  services,  such  as  homemaker  and  home  nursing  programs 
should  be  made  available  to  families  who  need  outside  help  in  main- 
taining their  homes.  The  staff  of  nursing  homes  and  other  extended 
care  facilites  should  be  educated  as  to  the  symptoms  and  care  of  HD 
patients.  Much  of  the  misinformation  and  confusion  concerning 
symptoms  and  effects  needs  to  be  clarified.  Research  needs  to  be 
continued,  but  help  needs  to  be  given  those  who  currently  suffer  the 
effects  of  HD, 

Last,  but  not  least,  support  needs  to  be  given  to  the  local  HD 
chapters,  for  it  is  only  through  the  personalized  attention  given 
by  someone  who  knows  and  understands,  that  I,  among  others,  have 
been  able  to  cope  with  HD,  Most  important  of  all,  I no  longer  feel 
alone , 

My  own  future  is  uncertain  at  this  point.  I intend  on  getting 
a Bachelors  Degree  in  Art  Education  and  then  a Masters  in  Art  Therapy. 
However,  when  I think  of  the  years  I must  spend  in  school,  I some- 
times have  doubts,  wondering  if  I will  get  my  degree  only  to  begin 
experiencing  HD  symptoms.  I do  not  intend  on  having  children,  not 
only  due  to  the  chance  that  they  might  later  develop  symptoms,  but 
also  because  I wouldn't  want  to  disrupt  their  lives  if  I should 
develop  symptoms. 

These  uncertainties  I can  cope  with  now,  but  HD  does  not  seem  to 
be  in  my  immediate  future.  I once  considered  suicide  to  be  the  only 
way  of  coping  with  the  disease,  but  since  I have  come  in  contact  with 
many  members  of  HD,  I'm  beginning  to  hope  that  I can  be  assured  of  a 
quality  of  life;  that  that  choice  is  really  not  a necessity,  or  even 
a choice  anymore. 

Judy  asked  me  to  also  add  some  other  things.  When  my  mother 
died,  she  was  the  first  person  in  Kansas  to  donate  brain  tissue.  I 
didn't  have  any  real  family  support  and  I couldn't  ask  my  mother. 

She  was  really  not  in  the  condition  before  her  death  to  really  say 
anything  about  it.  And  this  is,  again,  why  I feel  that  the  local 
chapters  need  to  be  supported,  because  it  was  through  them  that  I 
learned  about  the  tissue  donation,  and  it's  through  them  that  I've 
learned,  or  was  educated  to  the  fact  about  having  children. 

Some  other  things  that  they  thought  might  be  included  was  that, 
since  I was  16  when  my  father  died,  my  brother  was  21  and  was  able 
to  be  my  guardian.  But  the  only  why  we  were  able  to  keep  our  house 
was  through  something  called  the  Homestead  Act,  and  we  were  able  to 
live  there  as  long  as--well,  we  were  able  to  go  ahead  and  live  there. 
But  my  brother  was  given  the  impression  that  we  were  buying  the  house 
so  that  for  2 years  we  continued  making  payments,  and  then  about 
2 or  3,  months  before  I turned  18,  we  were  told  that  we  were 
making  rent  payments.  These,  and  other  legal  concerns,  none  of  us 
are  clear  on  in  the  family,  I don't  think  any  of  that  will  ever  be 
really  cleared  up. 
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Those  are  just  some  things  that  happened  with  our  family  that 
no  longer  really  should  have  to  happen.  The  local  chapter  now  has 
a legal  adviser.  And  the  problem  with  our  family  was  that  most  of 
this  happened  before  the  local  chapter  came  into  existence  and 
that's  why  I'm  indebted. 

GUTHRIE:  No  questions;  just  to  say  thank  you,  Jan. 

SCHACHT:  The  testimony  of  Dr.  Myers. 

TESTIMONY  OF 
DR.  TERRY  L.  MYERS 
ASSOCIATE  PROFESSOR  OF  PEDIATRICS 
CREIGHTON  UNIVERSITY 
OMAHA,  NEBRASKA 
(READ  BY  SHERRY  RICHERT) 

RICHERT:  I'm  Sherry  Richert.  My  husband  is  at  Wichita  State 

University  working  on  his  Masters  and  he  will  present  his  thesis  in 
July  on  Huntington's  disease.  And  I have  been  asked  to  read  the 
testimony  of  Terry  L.  Myers,  M.  D. , Ph.D.,  Associate  Professor  of 
Pediatrics  at  Creighton  University  in  Omaha,  Nebraska. 

"During  the  past  2 years,  the  Center  for  Genetic  Evaluation  at 
Children's  Memorial  Hospital  in  Omaha,  Nebraska  has  had  referred  to 
it  for  counselling  and  evaluation,  4 families  with  the  diagnosis 
of  Huntinton's  chorea.  Each  of  these  families  involves  several 
affected  individuals.  I believe  our  experience  with  one  of  these 
families  illustrates  a number  of  important  aspects  of  this  condition 
that  are  in  many  ways  unique  to  the  Great  Plains  area  and  sufficiently 
distinct  from  problems  encountered  in  more  populus  areas  that  they 
should  be  given  serious  consideration  in  the  overall  planning  of  any 
major  medical  approach  to  families  with  this  disease. 

"Case  "A"  concerned  a 22-year-old  female  college  student  who  was 
about  to  complete  her  training  in  medical  technology.  She  had  been 
discussing  her  family  history  of  degenerative  neurologic  diseases 
with  one  of  the  pathologists  associated  with  her  training  program. 

He  had  suggested  that,  perhaps,  it  would  be  useful  for  her  to  come 
have  a conversation  with  me  in  my  office. 

"Her  family  history  included  the  fact  that  her  mother,  a woman  of 
about  47,  had  been  diagnosed  as  having  Huntington's  chorea  within  the 
last  3 or  4 years  and  was  presently  into  a rather  significant 
degenerative  process.  The  daughter  had  a reasonable  working  knowledge 
of  the  disease  and  was  able  to  discuss  her  family  history  with  a good 
understanding  of  the  signs  and  symptoms  associated  with  Huntington's 
chorea.  She  stated  that  her  mother's  older  sister  had  been  symptomatic 
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of  this  condition  for  at  least  15  years  and  was  presently  confined  in 
a nursing  home,  but  had  only  recently  been  specifically  designated  as 
having  Huntington's  chorea.  She  stated  that  her  mother's  younger 
sister  clearly  had  clinical  evidence  of  the  disease  with  uncontrolled 
body  movements  and  increasing  irrational  thought  patterns,  but  totally 
refused  to  recognize  these  symptoms  in  herself  and  that  this  denial 
was  being  reinforced  by  her  husband  and  other  relatives, 

"it  was  apparent  in  retrospect  that  her  maternal  grandmother  had 
also  had  early  symptoms  of  this  condition,  but  had  died  at  a relatively 
young  age  of  reasons  that  were  not  clear  to  the  remainder  of  the  family. 
This  woman's  sister  had  recently  expired  in  a distant  state  of  what 
certainly  seemed  to  be  long-standing  Huntington's  chorea  and  its  com- 
plications . 

"There  are  four  siblings,  the  oldest  of  whom  clearly  is  symptomatic 
of  this  disease,  although  only  in  his  late  20 's;  and  he  has  one  child 
and  his  wife  is  currently  pregnant  with  another.  To  this  young  lady's 
knowledge,  no  one  has  ever  specifically  discussed  with  the  family  the 
concept  of  an  inherited  disease.  And,  although  there  were  clearly 
several  people  in  the  family  with  degenerative  neurologic  problems, 
the  specific  diagnosis  of  Huntington's  has  only  recently  been  given  to 
the  family,  with  the  suggestion  of  a genetic  implication. 

"she  came  to  the  office  seeking  genetic  counselling,  as  opposed 
to  simple  calculation  of  an  empiric  risk  of  recurrence,  either  for 
herself  or  for  her  children.  Through  our  discussions,  it  was  apparent 
that  a rather  major  trauma  was  being  inflicted  upon  this  family.  Her 
nuclear  family  was,  indeed,  making  preparations  for  the  anticipated 
death  of  her  own  mother.  It  is  certainly  never  an  easy  thing  for  any 
family  to  experience  a relatively  rapid  and  unceasing  progress  of  a 
very  debilitating  disease  in  an  individual  who  has  been  apparently 
normal  and  otherwise  healthy  for  40  years.  They  are  perplexed  that 
modern  medicine  is  unable  to  offer  much  more  than  palliative  measures 
and  amazed  that  there  is  no  effective  treatment  or  even  retardant  of 
this  condition.  They  fail  to  have  any  appreciation  of  why  this  dis- 
ease has  been  undiagnosed  in  their  family  for  three  generations. 

They  are  frightened  of  long-term  consequences,  both  on  an  individual 
basis  for  those  who  are  already  at  risk,  and  on  an  even  more  long-term 
basis  with  respect  to  family  planning.  They  need  a great  deal  of  help 
to  face  the  immediate  future  and  they  wonder  how  far  they  must  go  to 
warn  other  relatives  in  the  family  of  the  consequences  of  this  condi- 
tion. 

"Before  undertaking  genetic  counselling,  it  is  always  imperative 
to  be  absolutely  certain  of  the  diagnosis.  Fortunately,  this  young 
lady's  mother  was  being  seen  by  a competent  neurologist  who  felt  very 
comfortable  with  the  diagnosis.  It  should  be  pointed  out  that  even 
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this  IS  extremely  difficult  in  our  area  as  neurologist.  In  common 
with  most  medical  specialists,  they  are  maldistr ibuted  in  our 
geographic  area.  Indeed,  within  the  entire  State  of  Nebraska,  there 
ire  only  three  cities  that  can  support  one  or  more  general  neurolo- 
aists.  And  only  one  city  has  sub-specialists  located  at  the  two 
medical  schools. 

"The  vast  majority  of  the  medical  care  offered  within  the  State 
ot  Nebraska  and,  indeed,  in  most  of  the  states  in  the  region  being 
considered,  is  provided  by  primary  care  physicians  who,  in  general, 
will  have  little  or  no  experience  in  diagnosing  or  managing  rare  or 
even  uncommon  conditions,  such  as  Huntington's  chorea, 

"obtaining  consultation  for  medical  specialists  may  involve  travel- 
ling 200  or  300  miles  for  each  visit,  which  clearly  is  not  going  to 
provide  regular  and  routine  care  by  specialists.  Obtaining  diagnosis 
with  any  degree  of  certainty  on  more  distant  relatives  is  almost 
impossible . 

"in  most  states  it  is  not  legally  possible  to  obtain  records  on 
individuals  without  their  written  permission.  In  this  case,  it  would 
have  required  obtaining  a signed  release  by  the  aunt,  who  was  denying 
that  she  had  the  disease,  which  would  not  have  been  obtainable. 

There  seems  to  be  little  organization  to  procedures  that  allow  for 
obtaining  records  of  deceased  individuals,  such  as  the  great-aunt  in  this 
family.  Ultimately,  we  were  able  to  obtain  copies  of  hospital  records 
simply  because  no  one  questioned  our  request,  and  were  amazed  to  find 
that  the  great-aunt  had  expired;  she  had  an  autopsy;  and  she  was  still 
labeled  as  multiple  sclerosis  of  an  atypical  type. 

"I  then  went  on  to  offer  this  girl  the  best  counselling  that  I 
was  able  to  provide,  which  included  the  well-known  dominant  inheritance, 
but  included  the  simple  facts  that  we  do  not  have  an  adequate  hetero- 
zygote testing  procedure.  There  is  wide  variability  of  age  of  onset 
of  this  disease,  but  a large  amount  of  money  is  being  invested  in 
research  on  this  disease.  And  it  certainly  is  possible  that  within 
the  next  few  years  it  might  be  totally  controlled  by  medication  and 
be  of  no  more  inconvenience  than  diabetes  or  other  types  of  illnesses. 

"I  felt  that  she  had  a good  understanding  of  the  condition  and  the 
total  environment  in  which  her  own  personal  and  family  planning  should 
be  carried  out.  We  offered  to  have  additional  conversations  with  other 
members  of  the  family  but,  to  date,  none  have  appeared.  A few  days 
ago,  this  young  lady  came  by  for  another  conversation  because  she 
wanted  to  discuss  what  were  the  possible  career  opportunities  in 
clinical  genetics.  And  she  felt  that  her  own  experiences  had  awakened 
an  interest  in  this  field  for  her  that  she  would  like  to  pursue. 
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‘‘Unfortunately,  her  conversation  also  indicated  that  there  was 
such  considerable  uncertainty  about  her  own  future  that  she  did  not 
feel  comfortable  even  dating  if  this  indeed  was  going  to  lead  to  a 
marriage  where  her  husband  might  have  to  face  her  debilitating  dis- 
ease, and  where  she  might  be  expected  to  pass  a gene  on  to  her 
children  for  the  same  disease  that  she  was  currently  living  through 
with  her  mother, 

''l  believe  this  case  illustrates  several  important  factors. 

First,  this  is  an  extremely  difficult  diagnosis  to  make,  and  it  is 
particularly  difficult  for  the  physician  who  does  not  have  a great 
deal  of  experience  with  it.  The  vast  majority  of  care  in  this 
geographic  area  is  provided  by  generalists,  who  can  not  easily  refer 
every  patient  to  specialists  who  may  live  hours  away  from  the 
patient's  residence.  One  possible  approach  to  this  would  be  an 
organized  effort  to  periodically  make  the  topic  of  Huntington's 
chorea  or  the  total  field  of  degenerative  neurologic  diseases  a part 
of  the  regional  continuing  education  programs  that  are  provided  to 
the  physicians  in  this  area.  If  they  are  continually  reminded  of 
these  diseases,  then,  they  may  more  readily  recognize  them  amongst 
their  own  patients.  A second  approach  would  be  subsidized  satellite 
clinics  which  would  make  it  economically  feasible  for  medical 
specialists  to  periodically  visit  more  distant  areas  of  our  region 
to  provide  medical  expertise  to  these  practitioners  in  their  local 
areas.  This  has  to  be  subsidized,  as  these  same  specialists  simply 
can  earn  far  more  by  staying  in  their  own  office  and  requiring  all 
patients  to  be  sent  to  them. 

"The  second  problem  is  the  difficulty  of  obtaining  medical  records 
other  than  directly  from  affected  individuals.  There  certainly  is  a 
major  consideration  for  privacy  that  must  be  considered  for  each  indi- 
vidual. However,  I have  increasingly  become  convinced  that  this  must 
be  secondary  to  a major  goal  of  disease  prevention.  Indeed,  I believe 
that  it  may  be  an  ethical  obligation  of  any  physician  who  makes  a 
diagnosis  of  Huntington's  chorea  to  be  certain  that  all  members  in  the 
family  who  might  be  at  risk  of  either  having  this  disease  themselves, 
or  passing  it  on  to  future  generations,  be  adequately  informed  of 
these  possibilities.  At  the  present  time,  I believe  that  such  a 
physician  could  find  himself  in  litigation  for  violation  of  indi- 
vidual privacy  and  that , perhaps , it  is  time  to  re-evaluate  the  existing 
laws  in  such  situations.  I believe  it  would  be  possible  to  provide 
sufficient  means  for  medical  information  to  be  shared  between  physi- 
cians, and  particularly,  between  physician  geneticists  to  adequately 
protect  an  individual,  and  yet  to  protect  society  and  other  members 
of  the  family  when  this  appears  appropriate. 

Clearly,  prevention  of  this  disease  is  the  most  acceptable  means 
of  treatment.  At  the  present  time,  the  only  possible  way  to  prevent 
this  is  for  individuals  who  are  at  risk  to  not  have  children.  Unfor- 
tunately, there  is  no  way  to  determine  which  people  are  really  at  risk 
and  which  people  have  only  an  empiric  risk.  There  is  a pressing  need 
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lur  an  absolute  biochemically  provable  test  that  can  clearly  differ- 
• ■nMato  between  those  individuals  in  the  family  who  are  likely  to 
dcvulop  this  condition  and  pass  the  gene  on  to  future  generations 
from  those  individuals  who  did  not  inherit  the  same  gene.  At  least 
half  of  each  family  could  be  reassured  and  considerable  amounts  of 
agony  and  suffering  eliminated  simply  by  being  able  to  tell  for 
sure.  Such  a test  might  also  be  useful  for  prenatal  detection  of 
this  disease,  which  would  further  allow  certain  members  of  society 
who  would  find  it  morally  acceptable  to  selectively  abort  those 
fetuses  that  would  ultimately  be  expected  to  develop  the  disease, 
and  yet,  allow  them  to  have  children  who  would  not  have  this  same 
gene . 


. -that  are  also  maldistr ibuted  in  our  geographic  area  are  psychia- 
trists and  psychologists  who  would  routinely  be  the  individuals  who 
should  be  involved  with  such  families  for  ongoing  care  as  they  cope 
with  the  dying  process,  or  even  the  anxiety  of  having  relatiyes 
with  this  particular  condition.  Again,  because  of  the  distances 
involved,  crisis  intervention  is  almost  impossible  for  most  of  the 
families  and  even  ongoing  routine  care  is  not  very  practical. 

"I  have  seen  individuals  in  these  families  who  have  been  treated 
through  satellite  clinics  simply  for  management  of  their  chorea,  but 
with  only  evaluation  of  their  drug  doses  every  3 months,  have  gone 
for  many  weeks  in  a nearly  stuporous  condition  before  the  next  visit 
with  a psychiatrist  improved  their  therapy.  Programs  that  would  both 
educate  the  family  physician  in  the  use  of  therapeutic  regimens 
and  additionally  fund  the  satellite  programs  that  would  allow  more 
frequent  observation  by  a medical  specialist  would  seem  appropriate 
for  this  problem. 

"At  the  present  time,  genetic  counselling  seems  to  be  needed  for 
all  families  in  which  one  or  more  cases  have  been  diagnosed.  In  our 
area,  Missouri  is  the  only  state  that  has  two  geneticists  and,  indeed, 
most  of  us  are  separated  from  our  colleagues  by  distances  of  200 
miles  or  more.  Good  genetic  counselling  ought  to  involve  far  more 
than  simple  calculation  of  a recurrence  risk,  and  certainly  may  re- 
quire several  hours  of  research  in  a given  family  to  determine  all 
of  those  individuals  who  might  be  at  risk,  and  to  provide  all  the 
appropriate  information  to  the  various  members  of  a family. 


"Preventive  medicine  is  always  poorly  funded,  but  at  the  present 
time,  there  is  simply  no  way  to  subsidize  the  kind  of  family  investi- 
gation that  is  required  in  these  instances.  These  same  families  have 
already  been  financially  insulted  by  the  cost  of  this  disease  and 
they  certainly  cannot  be  expected  to  underwrite  the  expense  of  pro- 
viding genetic  counselling  for  their  relatives. 
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"If,  indeed,  we  are  going  to  undertake  a major  research  effort 
with  respect  to  this  disease,  which,  hopefully,  would  lead  to  either 
early  adequate  treatment,  which  would  prevent  the  degeneration 
associated  with  it,  or  with  diagnostic  tests  which  would  identify 
persons  at  risk,  it  would  seem  appropriate  to  have  a central  registry 
of  individuals  with  this  condition  or  who  might  have  this  condition 
who  could  be  easily  and  readily  notified  of  important  developments, 
as  well  as  providing  continual  referral  to  those  centers  or  indi- 
viduals who  can  provide  them  with  either  the  testing  or  appropriate 
information.  I believe  it  is  important  that  such  a registry  be  main- 
tained by  a Federal  agency  where  it  can  be  adequately  controlled  and 
not  made  available  for  solicitations,  contributions  or  where  it  might 
be  used  by  drug  companies  or  persons  offering  unrealistic  cures  or 
treatments . 

"Lastly,  I would  like  to  at  least  comrtient  on  the  financial  impli- 
cations of  this  disease.  This  is,  without  doubt,  one  of  the  cata- 
strophic illnesses.  For  15  years  any  individual  with  this  condition 
must  anticipate  frequent  medical  bills  of  increasing  magnitude.  The 
terminal  stages  of  this  disease  may  result  in  nearly  round-the-clock 
care  for  months  on  end.  Unfortunately,  it  is  seldom  only  one  indi- 
vidual in  a family  who  will  thus  be  insulted,  but  frequently,  two  or 
three  individuals  of  about  the  same  age,  and  probably  siblings,  will 
be  simultaneously  affected  within  the  family.  There  is  no  nuclear 
family  that  can  afford  the  total  financial  onslaught,  much  less  the 
emotional  one  of  this  disease.  Fifteen  years  is  almost  certain  to  exhaust 
the  dollar  limitations  of  even  the  best  insurance  policies.  I would 
certainly  support  any  form  of  legislation  which  would  identify  Hunting- 
ton's chorea  as  a special  medical  situation  where  the  family  can  be 
protected  from  total  financial  devastation  in  its  attempt  to  provide 
reasonable  care  for  one  of  its  members. 

"The  Great  Plains  area  is  unique  in  that  while  there  is  a rather 
large  population,  the  medical  services  are  localized  to  a very  few 
population  centers,  generally,  no  more  than  one  or  two  in  each  state. 
Most  medical  care  is  undertaken  by  non-specialists  and  referral  to 
appropriate  specialists  is  frequently  delayed,  always  arduous,  and 
seldom  provides  the  necessary  continuing  care  that  is  required  in  this 
disease.  Major  programs  of  education,  both  for  the  families  and  their 
physicians  are  needed.  Increased  availability  of  medical  specialists 
outside  of  the  metropolitan  areas  seems  appropriate.  And  generous 
financial  assistance  to  afflicted  families  certainly  seems  appropriate. 
Respectfully  submitted,  Terry  L.  Myers,  M.D.,  Ph.D.’’ 


SCHACHT : 

Thank 

you . 

Have  you 

submitted  a copy  of 

that? 

RICHERT: 

Yes . 

SCHACHT: 

Thank 

you . 

Do  you  have  any  questions? 

GUTHRIE: 

I would  just 

like  to 

thank  Dr.  Myers  for 

taking  the 

trouble  to  write  this  and  to  hope  that  we'll  have  some  further  com- 
munication with  him. 
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VOICE:  Could  I ask.  Dr.  Schacht,  would  you  have  any  comments 

about  the  statement  about  the  moral  obligation  of  the  physician  to 
inform  members  of  the  family.  That  thought  occurred  to  me  just  this 
afternoon  in  a different  way. 

SCHACHT:  Five  to  10  years  ago,  one  probably  had  the  moral  and 

no  legal  hangup  with  regard  to  that  kind  of  outreach.  At  the  present 
time,  there  certainly  would  be--and  we  are  looking  at  it  very  care- 
fully. I have  yet  to  get  an  Attorney  General's  opinion  on  how  far 
we  can  go  in  contacting  other  members  of  the  family  or  even  when  a 

family  member  out  of  a pedigree  such  as  this  up  here,  asks  for  a copy 
of  the  pedigree  — how  much  of  that  information  we  can  give  them.  Could 
we  give  them  the  whole  pedigree  without  any  names  attached  to  indicate 
where  they  are  on  it  and  let  them  figure  it  out,  I'm  not  even  sure 
that  that  would  be  permissible.  So  that,  we  are  in  this  very  famous 
"Catch  22"  situation,  where  you're  damned  if  you  do  and  damned  if  you 
don ' t . 

VOICE:  Your  problem  is  the  confidential  relationship  of  you 

and  the  patient  that  you're  dealing  with? 

SCHACHT;  Correct.  And,  also,  it's — in  our  case,  there  are 
state  records  and  we  are  running  into  problems  as  to  whether  those 
are  public  records  or  whether  they  are  confidential  records. 

VOICE:  Well,  if  the  patient,  himself,  had  died,  would  that 

clear  up  any  part  of  the  problem  that  you  had? 

SCHACHT:  No.  We  could  probably  go,  at  least,  to  the  immediate 

family  to  either  spouse  or  offspring  with  regard  to  that  particular 
family.  We  are  looking  at  trying  to  update  the  original  records  that 
Dr.  Pearson  had  pulled  together  and  there  are  some  questions  as  to 
how  we  are  going  to  have  access  to  the  families. 

VOICE:  ; Well,  the  thought  that  occurred  to  me  was  among  the 
families,  themselves.  And  I'm  curious  if  you've  heard  of — or  if  any- 
one has — a situation  where,  for  example,  a son  was  getting  married — 
or  had  gotten  married  and  made  decisions  about  children  which  he 
regretted  because  his  parents  hadn't  told  him  that  he  was  at  risk 
and  turned  around  and  sued  his  parents. 

SCHACHT:  It  has  not  happened  yet.  It  has  happened  in  other 

areas,  rather  than  this. 

GUTHRIE;  And  we've  heard  of  the  discussions  of  this  kind.  It 
has  been  thought  of — let's  put  it  that  way.  It  has  been  thought  of, 
yes . 


SCHACHT:  And  there  have  been  children  suing  their  parents  for 

not  informing  them  about  other  things. 

WEXLER:  Children  suing  their  parents  for  being  born.  They  didn't 

win  the  suit,  but,., 

SCHACHT:  Yes.  That  was  a case  in  New  York  State. 
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WEXLER:  The  right  to  a lawful  life,  or  something  like  that. 

But  I think  that  where  the  family  can  sue  is  if  the  doctor  is  in  pos- 
session of  certain  informiation  and  doesn’t  inform — if  the  doctor  knows 
that  there  is  a potential  genetic  risk.  In  one  instance  the  doctor 
didn't  inform  of  the  risk  to  women  over  40  and  when  the  woman  had  a 
Down's  child,  she  confronted  him,  and  he  said,  "Well,  it's  against  my 
morals  to  do  an  abortion,  so  what  good  would  it  do  to  tell  you  to 
have  amniocentesis;''  and  he  lost  the  case.  But  one  of  the  things 
which  is  mentioned  in  that  very  elegant  and  complete  testimony  is 
the  problem  of  getting  family  members  to  sign  release  records  so  that 
if  it's  the  aunt — if  it's  the  daughter  who  is  in  line  who  needs  to 
know  the  confirming  diagnosis  on  a parent,  and  the  parent  sib  won't 
sign  a release--this  has  happened  in  a couple  of  states  and  has 
created  some  enormous  problems.  And  I don't  know  the  legal  answer 
to  the  question  of  who  has  prior  rights  to  the  information,  is  it 
the  sib  of  the  proband,  or  is  it  the  child  of  the  proband?  I don't 
know  the  answer  to  that.  Do  you? 

SCHACHT:  No. 

GUTHRIE:  Well,  it  only  points  out,  though,  that  the  Commission, 

itself — we,  ourselves,  in  discussions,  are  seeking  all  kinds  of 
information  so  that  we  might  be  better  acquainted  with  all  these 
kinds  of  problems,  and  we  are  very  seriously  discussing  this  in  terms 
of  what  we  want  to  say. 

SCHACHT:  Mr.  Casanova? 


TESTIMONY  OF 
ROBERT  CASANOVA 
ST.  LOUIS,  MISSOURI 

CASANOVA:  My  name  is  Bob  Casanova.  I'm  a national  trustee  for 

the  Committee  to  Combat  Huntington's  Disease  and  the  vice  president 
of  the  Eastern  Missouri  Chapter;  and  I'm  at  risk. 

I've  submitted  written  testimony  which  was  gotten  in  very 
promptly  today  and  I won't  repeat  too  much  of  what  is  there.  I would 
like  to  make  a comment  about  the  question  that  was  discussed  earlier 
about  the  registry  and  just  put  myself  on  record  as  being  one  who 
would  be  a part  of  a registry.  My  personal  preference  would  be  that 
the  registry  would  be  voluntary  and  not  mandatory. 

I would  like  to  also  add  my  opinion  to  Dr.  Horenstein's  in  terms 
of  support  of  medical  research  by  the  Federal  Government.  I'm  very 
strongly  in  favor  of  that;  and  also  agree  with  him  that  the  research 
that's  sponsored  should  be  of  a general  nature  rather  than  devoted 
primarily  to  ’categoric  illnesses. 

The  other  main  area  that  I wanted  to  talk  about  was  one  that  I 
have  seen  over  a period  of  about  4 years  in  working  with  the  Eastern 
Missouri  Chapter  of  CCHD,  and  in  trying  to  combine  our  efforts  from 
time  to  time  with  other  voluntary  health  organizations  in  the  St, 

Louis  area.  As  Dr,  Horenstein  mentioned,  we  may  be  the  only  chapter 
of  CCHD  that's  a member  of  the  Developmental  Disabilities  Association. 
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We  have  not  found  that  to  be  very  successful.  I think  there  are  two 
overriding  reasons  that  an  organization  like  ours  would  probably 
never  gain  much  by  being  associated  with  the  DDA, 

Well,  one,  really,  and  that  is  that  the  DDA  is  focused  primarily 
on  helping  children.  And  we,  as  a rule,  are  not  concerned  with  prob- 
lems that  directly  affect  a child.  Even  the  physical  facilities  of 
the  organizations  within  the  DDA  of  St,  Louis  are  oriented  towards 
children--things  like  bathrooms,  and  so  on.  And  it  just — they’ve, 

I think,  at  that  for  too  long  and  devoted  so  much  to  it  that  I don't 
think  there  is  very  much  hope  that  a Huntington's  disease  group,  or 
a myasthenia  gravis  group,  or  another  like  that,  could  very  suc- 
cessfully work  with  them. 

What  I would  like  to  ask  the  Commission  to  consider  is  to  ask 
the  President  to  sponsor  legislation  that  would  create  an  umbrella 
authority,  similar  to  the  DDA,  only  dealing  with  progressive  degener- 
ative diseases  that  affect  adults. 

I work  primarily  at  the  local  level  and  I don't  have  a lot  of 
expertise  in  how  something  like  this  could  be  set  up  nationally. 


It  would  seem  to  me  that  an  umbrella  agency  like  that  could  carry 
much  of  the  load  in  major  metropolitan  areas,  establishing  a central 
office,  which  could  be  used  by  a group  of  voluntary  health  agencies. 
The  office  would  provide  a mailing  address,  telephone  service,  and 
general  secretarial  and  clerical  services;  accounting  and  bookkeeping 
could  be  done  there. 

Another  service,  probably  as  important  as  all  the  rest  put  to- 
gether, is  that  within  that  office  an  individual  or  a group  could  be 
developed  who  would  provide  family  and  patient  referrals  to  other 
agencies . 

I don't  believe  that  this  organization  that  I am  suggesting 
should,  in  itself,  be  a service  organization  directly  serving  patients 
and  families.  From  what  I have  seen  and  from  what  we've  learned  in 
St.  Louis,  there  are  an  awful  lot  of  programs  around  and  our  biggest 
problem  is  just  finding  out  which  ones  are  available  and  how  you  get 
wired  into  them. 

That  would  leave  the  voluntary  health  agencies  in  the  metropoli- 
tan areas  the  tasks,  first--and  probably  the  one  that  they  would  con- 
sider the  most  important--of  raising  funds  to  promote  research  for 
their  particular  areas.  They  would  continue,  I would  think,  to  want 
to  write  newsletters,  as  we  do  for  our  group.  Those  could  be  printed, 
though,  at  the  central  office.  They  would  maintain  their  own  mailing 
lists , 
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They,  I think,  should  be  responsible  for  a good  degree  of  the 
counselling  that  goes  on.  With  all  due  respect  to  geneticists,  and 
social  workers,  and  psychiatrists,  a lot  of  the  counselling  that 
gets  done  is  sort  of  on  a Alcoholics  Anonymous  kind  of  basis-^people 
talking  to  people  about  the  same  kind  of  problems. 

And,  finally,  the  voluntary  health  agencies  could,  themselves, 
maintain  or  carry  on  public  information  and  professional  informational 
programs  to — for  example,  with  Huntington’s  disease--try  to  remove 
some  of  the  ignorance  about  our  particular  problem. 

It  seems  to  me  that  the  establishment  of  that  kind  of  an  organi- 
zation would  eliminate  a lot  of  the  duplication  that  exists  at  this 
point  and  that  it  would,  overall,  I think,  improve  the  services  that 
can  be  offered  to  families  of  organizations  like  ours. 

SCHACHT:  I would  just  make  two  very  quick  comments.  I think 

you  will  find — first  of  all,  the  general  area  of  concern  of  DDA  state 
programs  varies  from  state  to  state,  so  that  to  generalize  from  one 
state  to  the  next  is  not  really  valid.  Certainly,  there  is  a change 
in  attitude  in  the  people  who  backed  that  original  legislation,  who 
are  primarily  the  MR  group--now,  that  their  reason  for  being  is  grow- 
ing up  and  reaching  the  adult  stage,  they  are  becoming  much  more 
interested  in  adult  facilities,  adult  programs,  DAC’s,  residential 
facilities,  and  that  kind  of  thing.  So,  there  is,  hopefully,  an 
evolution  within  that. 

From  my  own  experience  with  regard  to  an  office  which  would  pull 
together  a number  of  the  voluntary  agencies,  I attempted  this  under 
the  aegis  of  the  Minnesota  Human  Genetics  League,  which  is  a rela- 
tively innocuous  group;  it's  a small  group  with  no  single  vested 
interest  other  than  hereditary  diseases.  And  we  pulled  together  15 
such  state  and  local  agencies.  And  they  all  thought  that  was  a nice 
idea,  but  that's  the  last  I've  heard  from  any  of  them. 

We  contacted  them  once  and  I think  one  group — and  I can't  remem- 
ber which  one  it  is — responded  that  they  were  afraid  they  would  lose 
their  identity  if  they  went  into  that  kind  of  cooperative  thing. 

And  the  League  was  actually  willing  to  foot,  I think,  50  percent  of 
the  costs  of  the  initial  administrative  setup  of  the  office. 

So,  I think  it's  a good  idea  and  you  can  get  individuals  to  say 

it's  a good  idea,  but  to  get  them  to  actually  go  into  such  a program 

is  very  different, 

GUTHRIE;  Lest  we  give  up  on  the  idea,  because  I think  many  of 

us  think  it  is  the  only  approach.  You  might  like  to  know  that  in  this 

country  there  has  been,  and  is  now,  an  organization  that  independently, 
but  collectively,  speaks  for  children  with  epilepsy,  cerebral  palsy 
and  autism.  So,  we’ve  got  one  beginning  in  this  country.  We  also 
have  a beginning  in  Vancouver  in  Canada,  where  the  same  group  has 
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gotten  together  and  has  a center  which  is  really  financed  by  these 
three.  So,  although  it  may  be  a long  way  off,  it  is  a hope;  and  most 
important,  it  is  a hope  that  has  been  expressed  publicly  by  Dr,  Tower 
who  IS  the  Director  of  the  Neurological  Institute  at  NIH,  because 
that  is  the  only  way,  he  feels,  the  neurological  agencies  are  going 
to  have  to  go  in  order  to  get  the  help  they  need.  So,  while  it  may 
be  a way  off,  I happen  to  agree  with  you  and  I hope  that  others  will 
eventually  so  that  we  can  pursue  this  course. 

CASANOVA:  Some  of  you  may  know  our  experience  in  St.  Louis. 

We've  tried  that.  The  smaller  organizations  are  afraid  that  they'll 
be  absorbed  by  the  larger  ones;  the  larger  ones  are  afraid  that  the 
smaller  ones  are  trying  to  take  advantage  of  them;  and  it  takes  a 
long  time. 

GUTHRIE:  Unfortunately,  they're  losing  sight  of  why  they're  an 

organization  then,  because  to  retain  your  name  but  not  to  move  your 
cause  ahead  is  unfortunately,  a holding-back  device,  rather  than  a 
moving-ahead  device. 

WEXLER:  When  you  tried  it,  did  the  organizations  have  to  give 

up  their  individual  name,  or  they  kept  their  individual  name? 

CASANOVA:  Well,  what  we  were  doing  at  that  point  was  just  try- 

ing to  make  a start  by  getting  together  with — and  we  were  working 
specifically  with  the  Epilepsy  Federation,  which  was  much  bigger,  and 
myasthenia  gravis  which  was  quite  a bit  smaller.  And  all  we  were 
trying  to  do  was  establish  a central  office  and  we  couldn't  even  really 
get  anybody  interested  in  serious  conversations  about  it. 

GUTHRIE:  But  you  see.  Bob,  the  Epilepsy  group,  as  a national 

organization,  has  already  gotten  together  with  Cerebral  Palsy  and 
Autism.  So,  there  are  the  beginnings  of  it  and  I think  we  should 
all  work  for  that. 

CASANOVA:  Right. 

SCHACHT:  Thank  you  both  very  much.  The  last  three  people  to 

provide  testimony  are  Ms.  Susan  Miller,  Mr.  Arnold  Kramer,  and  Mr. 

James  Noonan.  Ms.  Miller  first. 

TESTIMONY  OF 
SUSAN  MILLER 
ASSISTANT  DIRECTOR 
WICHITA  WOMEN'S  CRISIS  CENTER 

MILLER;  Well,  briefly,  I just  want  to  say  I've  got  a B.A.  Degree 
in  social  work  and  I obtained  that  from  the  University  of  Wisconsin 
and  I've  got  a Masters  Degree  in  counselling  that  I received  from  the 
University  of  Wisconsin. 
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Prior  to  and  during  my  graduate  work  I was  employed  at  a resi- 
dential treatment  center  for  emotionally  disturbed  children  and  I 
was  basically  assigned  to  work  with  boys  whose  ages  ranged  from  9 
to  13  years  of  age.  And  now,  presently,  I am  here  in  Wichita  working 
as  the  Assistant  Director  of  the  Women’s  Center  and  it  is  basically, 
again,  from  the  experience  at  the  treatment  center  that  I have  this 
testimony. 

This  testimony  is  written,  not  as  a family  member  who  is  a victim 
of  Huntington's  disease,  not  as  one  who's  done  extensive  research  on 
it,  medically  or  otherwise,  but  written  as  one  who  has  worked  in  a 
residential  treatment  center  for  emotionally  disturbed  children. 

For  two  boys  in  particular,  their  emotional  disturbance  was  based  on 
that  which  they  experienced  all  around  them  within  their  families. 

We  received  temporary  care  of  both  boys  to,  quote,  "correct",  unquote, 
their  behavioral  disorders. 

When  I first  met  Johnny — not  his  real  name — he  was  10  years  old. 
Only  2 months  before  he  came  to  the  treatment  center,  his  mother 
died  from  Huntington's.  But  that  was  not  the  start  of  his  problem; 
it  was  only  a catalyst  to  what  already  was  coming  into  existence. 

A lively,  healthy,  and  intelligent  young  personality  was  slowly  being 
extinguished.  Those  positive  characteristics  were  being  replaced 
with  anger,  frustration,  and  bitterness.  That  was  the  state  of  mind 
he  was  in  when  he  came  to  us . 

Johnny  could  remember  the  days  when  his  mother  had  fresh-baked 
cookies  ready  for  him  when  he  got  home  from  school;  or  other  days 
his  mother  frantically  sewed  a button  on  a shirt  before  school  be- 
cause it  was  his  favorite  and  he  wanted  to  wear  it.  He  also  remem- 
bered the  days  when  his  father  would  come  home  from  work  and  play 
softball  or  football  with  him  and  his  brother  before  supper.  Johnny 
remembered  coming  home  from  school  one  day.  There  were  no  freshly- 
baked  cookies  and  there  wasn't  any  laundry  done.  His  grandmother 
was  there  to  tell  him  and  the  rest  of  the  children  that  his  mother 
was  in  the  hospital.  He  also  remembered  his  father  coming  in  very  late 
that  same  night,  angry,  yelling,  throwing  things  around,  and  then 
passing  out  on  the  couch.  Johnny  was  8 years  old. 

By  the  time  Johnny  was  10,  he  had  been  to  the  hospital  nearly 
every  day  watching  his  mother  slowly  lose  strength  in  her  arms  and 
legs;  slowly  lose  her  sight;  slowly  lose  control  of  her  speaking 
ability;  and  slowly  lose  cognizance  of  him  or  any  other  family  member. 
Also,  in  those  2 years,  Johnny  saw  his  father  come  home  intoxicated, 
yelling  at  everyone  and  sometimes  knocking  someone  around  if  they 
argued  with  him.  Some  nights  he  would  come  home  and  drink,  and  then 
get  angry,  and  then  pass  out.  Then,  finally,  his  father  just  never 
came  home. 
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When  I first  met  Terry- — also  not  his  real  name- — he  had  already 
been  residing  at  the  treatment  center  several  months  before  I started 
work.  The  predominant  description  of  Terry  was  that  he  was  a nature 
lover  at  age  11.  Through  observation,  I could  see  Terry  treat 
creatures  of  nature  with  a love  and  a care  that’s  really  rare  among 
11-year  old  boys.  He  could  sit  at  the  base  of  a tree,  talk  to  the 
squirrels  and  the  birds  above  him,  and  to  the  insects  around  him,  and 
they  seemed  to  respond  to  his  gentleness. 

Through  reading  his  files,  I learned  that  Terry's  father  had 
spent  a great  deal  of  time  with  him  in  the  north  woods  of  Wisconsin 
camping,  fishing  and  hiking.  I also  learned  from  the  same  source 
that  his  father  walked  out  of  the  house  one  day  and  never  returned. 
Terry's  mother  could  not  understand  what  happened  or  emotionally  deal 
with  it.  She  turned  to  drinking  and  turned  the  children  away. 

It  was  about  a year  and  a half  after  we  had  Terry  in  our  care 
that  his  father  was  found -in  northern  Wisconsin  very  malnourished  and 
mentally  disoriented.  He  was  hospitalized  and  through  extensive 
medical  tests,  he  was  found  to  be  suffering  from  Huntington's.  Terry's 
father  did  not  even  know  what  the  disease  was,  much  less  that  he  was  a 
victim  of  it.  His  parents  had  never  told  him  and  now  we  had  to  tell 
Terry. 

What  happened  with  these  two  boys?  Well,  one  day  Johnny  started 
a physical  fight  with  me.  We  both  struggled  to  the  point  of  exhaus- 
tion then  Johnny  broke  down  in  tears,  crying  out  the  questions,  why 
didn't  anybody  ever  tell  me,  why  didn't  anyone  ever  try  to  explain, 
why  didn't  anyone  try  to  help  my  father? 

Terry  started  an  argument  with  another  resident,  throwing  things 
at  him  and  anyone  else  that  was  around  him.  Suddenly,  he  ran  into 
his  room,  smashed  a glass  bottle  and  tried  to  cut  himself  with  the 
shattered,  jagged  pieces.  He  was  removed  to  an  isolation  room  until 
he  settled  down.  And  when  he  came  out  of  that  room,  he  just  simply 
asked,  when  would  his  father  soar  like  the  birds,  and  when  would  he — 
meaning  Terry--fly  like  a butterfly. 

Ultimately,  both  boys  were  placed  with  foster  families,  families 
who  were  open  to  discussing  with  them  the  ideas  of  sickness,  disease 
and  death.  They  were  open,  also,  to  the  idea  that  these  boys  may  die 
at  an  early  age.  Yet,  the  families  still  wanted  to  share  with  them 
and  love  them  as  their  own. 

I could  spend  more  time  discussing  how  we  dealt  with  these  two 
in  particular.  However,  I would  like  to  summarize  and  share  more 
with  you  my  personal  feelings  about  it. 
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When  we  first  learned  of  Johnny's  family  history,  I went  to 
a university  library  to  research  material  on  the  subject  of  Hunting- 
ton's which  was  about  in  the  winter  of  '74,  I found  exactly  three 
articles  on  that  topic,  two  in  medical  journals,  and  one  in  a socio- 
logical journal.  The  two  medical  articles  were  very  detailed  and 
factual  based  upon  the  medical  orientation.  The  sociological  article 
barely  touched  upon — which  the  author  readily  admitted — all  the 
ramifications  of  the  disease  from  the  standpoint  of  the  behavioral 
science  discipline.  Prior  to  that  time  not  even  so  much  as  the  name 
of  Huntington's  disease  had  come  up  in  any  of  my  sociology  or  psy- 
chology courses.  However,  we  would  often  discuss  the  psychodynamics 
of  cancer,  heart  disease,  epilepsy,  et  cetera,  in  connection  with 
family  involvement.  The  topic  was  never  mentioned  in  my  graduate 
courses,  unless  I brought  it  up. 

From  the  social  service  perspective  that  I operate,  I feel  very 
strongly  about  not  only  more  medical  research  being  conducted,  but 
also  more  material  written  on  the  topic  from  the  behavioral  sciences 
point  of  view.  But  the  information  should  not  stop  at  collecting 
dust  in  the  pages  of  journals.  Rather,  it  should  be  disseminated 
and  discussed  in  the  academic  classes  that  deal  with  the  psychosocio- 
logical  aspects  of  life.  If  I had  not  been  directly  confronted  with 
it  3 years  ago,  to  this  day,  I still  might  not  have  much  of  an 
idea  of  what  is  involved,  emotionally,  physically  and  socially,  when 
the  term  Huntington's  disease  is  mentioned. 

I have  a Masters  Degree  in  counselling  which  says  to  a lot  of  peopl 
that  I will  have  the  answers;  that  I will  have  the  advice  on  how  to 
cope,  how  to  deal  with  the  frustration  of  watching  a friend  or  rela- 
tive physically  and  mentally  deteriorate,  how  to  accept  or  understand. 
From  academic  experience,  I never  learned  that.  But  rather,  it  was 
first-hand  work  experience. 

Helping  those  two  boys  learn  to  cope,  to  understand,  and  to  ac- 
cept the  emotional  difficulties  in  their  families,  and  the  facing  of 
their  own.  death,  at  whatever  age,  was  probably  more  frustrating  and 
difficult  for  me  than  anything  else  I had  ever  done  up  to  that  time. 

And,  in  a sense,  the  development  of  information  in  an  understanding 
of  Huntington's  should  not  stop  at  the  level  of  academia;  but  how  are 
we,  as  social  workers  and  counsellors  going  to  teach  our  clients  and 
the  public  as  a whole  if  we  are  not  taught  first? 

I strongly  recommend  that  monies  be  made  available  for  extensive 
research  and  studies  to  be  conducted,  both  medically  and  sociologically, 
so  that  more  education  and  public  awareness  can  be  developed.  I would 
hate  to  wake  up  one  morning  and  discover  my  parents  never  told  me, 
because  either  they  didn't  know  how,  or  they  never  knew  themselves. 
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Basically,  I have  very  strong  feelings,  obviously,  directed 
towards  the  social  work  counselling  aspect  of  the  whole  realm  of 
things.  In  working  with  those  children  and  in  the  present  situation 
I am  in  now  with  family  crisis,  day  in  and  day  out,  it  seems  like 
that  is  one  area  that  tends  to  be,  maybe,  overlooked  sometimes.  And 
children  are  very  perceptive  and  they  have  very  strong  feelings;  and 
if  somebody  isn't  dealing  with  their  parents,  or  their  parents  aren't 
dealing  with  it,  who's  going  to  deal  with  the  kids? 

And  I would  hope  that  there  is  some  way  in  which,  maybe,  some 
Federal  money  can  be  made  available  for  extensive  research,  but  also 
start  working  into  programs  of  dealing  with  the  kids,  helping  them 
understand  what  they  have  to  face. 

It  took  me  a long  time  to  even  sit  down  and  write  this  very  brief 
statement,  I think,  because  there  was  so  much  involved.  I have  very 
strong  feelings  towards  those  children  and  I really  hope  something 
more  can  be  done. 

GUTHRIE:  I just  appreciate  your  speaking  out  on  the  psychosocial 

needs.  It  has  been,  certainly,  in  back  of  our  minds  and  it  hasn't  been 
in  front.  And  you  have  demonstrated  in  your  examples  exactly  why  that 
is  so  terribly  important.  I think  that,  again,  you  demonstrate  some- 
thing that  I believe  sincerely;  that  it's  very  hard  to  tell  somebody 
something  about  something  they  don't  know  anything  about.  And  someone 
complained  before  about  the  doctors  who  really  don't  want  to  know. 

Well,  they  haven't  been  touched;  and  yet,  we  still  have  to  pursue 
because  you  don't  know  when  you're  going  to  be  touched.  And  so,  I 
do  appreciate  your  recommendations;  they're  very  important. 

MILLER:  Yes.  One  of  the  things,  I guess,  that  really  hit  us, 

too,  in  talking  with  the  grandmother  who  had  temporary  care  of  Johnny, 
in  particular.  She  lost  a husband,  she  lost  a son,  and  then  Johnny's 
mother,  her  daughter,  and  the  entire  time  it  was  always  the  medical 
aspect  that  was  basically  dealt  with.  She  said  she  just  didn't  know 
how  to  tell  her  kids.  You  know,  and  they  were  losing  all  these  mothers, 
or  uncles,  or  grandfathers — how  do  you  tell  the  kids?  And  there  was 
nobody  there  to  help  her  tell  them. 

GUTHRIE:  Again,  aren't  those  kinds  of  problems,  even  for 

children — even  beyond  Huntington's  disease — very  similar  in  terms  of 
families  who  have  been  destroyed  for  other  similar  reasons?  And  so 
that  there  is  a need  for  helping  people  cope  with  reality,  starting 
with  the  youngest  group. 

We've  been  doing  a lecture  called  "The  Team  -Approach  to  Hunting- 
ton's Disease  and  other  Neurological  Disorders,  or  Other  chronic  Dis- 
orders" and  I've  been  going  around  to  medical  schools  and  trying  to 
involve  the  team,  meaning  all  the  people,  including  the  ones  you 
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speak  of — the  social  worker,  the  nurse,  the  extended  family  people 
who  are  going  to  be  involved.  We  hope  that  that’s  going  to  be  help- 
ful when  it  comes  to  our  recommendations  too,  to  involve  the  whole 
team. 


MILLER;  So  do  I. 

GUTHRIE;  It  would  make  it  easier  for  you,  wouldn't  it?  You 
wouldn't  have  to  carry  it  all  by  yourself? 

WEXLER;  1 think  one  of  the  things  that  your  testimony  also 
points  out  very  pointedly  is  how  the  entire  family  is  affected,  that 
these  two  children  who  may  be  perfectly  fine,  who  are  clearly,  you 
know,  severely  behaviorally  af f ected . . .The  spouses  who  were  well  were 
measurably  affected  even  if  the  sick  parent  wasn't  at  home.  And  I 
strongly  agree  with  you  that  there  needs  to  be  much  more  teaching 
in  the  social  sciences  of  how  to  cope  with  these  kinds  of  problems 
so  that  they  don't  wipe  out  the  family.  But  that  kind  of  family  im- 
pact isn't  appreciated  sufficiently,  I think.  And  also  the  fact  that 
the  parent  is  progressively  disabled  over  a long  period  of  time,  some- 
times it's  harder  to  help  somebody  recognize  how  much  they  love  a sick 
parent;  that  there  was  a parent  who  was  healthy  way  back  when  and  you 
won't  have  memories  of  that  parent;  and  that  a lot  of  times  what 
really  is  devastating  is  not  to  keep  the  parent  walled  off  but  allow 
them  back  in  your  life.  And  I don't  know  that  we  are,  as  helpers,  suf- 
ficiently able  to  do  that. 

SCHACHT;  Mr.  Kramer? 


TESTIMONY  OF 
ARNOLD  J.  KRAMER 
WICHITA,  KANSAS 

KRAMER;  My  name  is  Arnold  Kramer.  I am  not  an  original  Kansan. 
The  people  I speak  of  here  are  Minnesota  people,  but  in  1954,  I came 
into  the  local  aircraft  and  I've  been  there  ever  since.  So,  when  I 
mention  these  people,  they're  all  out  of  Minnesota.  Like  I say,  I've 
been  here  in  Kansas  since  '54. 

To  begin  with,  my  mother's  father  was  named  Hugh  Reed  and  he 
came  from  Ireland  when  he  was  a boy — by  the  way,  I just  found  out 
about  this  yesterday,  so  I have  no  written  thing.  And  I'm  going  to 
talk  off  the  top  of  my  head.  My  mother's  father  came  from  Ireland 
when  he  was  a boy  and  his  name  was  Hugh  Reed.  He  died  in  1928  and, 
as  we  know  now,  he  died  of  Huntington's  chorea.  We  could  probably 
diagnose  this  because  in  the  '30's,  my  mother  became  sick  and  we  put 
up  with  her  at  home  until  it  was  necessary  to  move  her  to  a state 
hospital  in  Minnesota  where  she  passed  away  in  1942,  at  the  age  of 
49,  And  we  grew  up  as  a family  with  six  boys  and  two  girls. 
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I don't  know  too  much  about  my  mother’s  family,  b'ut  I do  know 
that  my  mother  had  a sister,  Annie  Como,  who  also  died  of  this  dis- 
ease during  the  1950 's.  [Herman  Tyler  Josephj  died  of  this  disease 
in  the  St.  Cloud  Vet's  Hospital  in  1971,  and  you  will  hear  me  re- 
peat this  again.  He  was  hospitalized  there  for  6 or  7 years. 

Her  son  had  been  a GI,  had  gone  through  World  War  II;  he  passed  away 
with  this  disease  and  he  was  an  only  child.  My  brother,  Leo,  who  is 
my  youngest  brother,  served  in  World  War  II  and  he  came  home  disabled 
from  Japan  with  two  lungs  full  of  TB  and  an  ear  full  of  TB.  He  was 
hospitalized  and  he  was  one  of  the  first  GI ' s that  was  ever  given 
streptomycin  to  prove  that  it  could  cure  TB.  And  he  fought  the  TB 
and  within  2 years  he  was — this  was  1946  when  he  was  hospitalized 
--within  2 years  he  was  let  out  and  readily  cured  of  his  TB. 

However,  Leo  did  have  the  disease  and  he  spent  7 or  8 
years  in  the  VA  Hospital  at  St.  Cloud,  Minnesota.  It's  the  hospital 
that's  known  for  its  mental  cases  and  he  passed  away  there  in  1969. 

His  age  was  approximately  42.  Leo  happens  to  be  a twin.  His  sister 
is  still  in  Minnesota.  She's  a nurse  in  Redwood  Falls  Hospital  and 
we  have  no  signs  on  that  but  she  seems  to  be  in  good  health  at  the 
present  time. 

My  brother  Lloyd  was  a highway  engineer.  He  was  incapacitated 
for  10  years  and  he  spent  the  last  3 or  4 years  in  a nursing 
home.  He  died  in  1971  at  the  age  of  55.  Lloyd  was  married  and  he 
left  five  children  and  there  are,  naturally,  some  grandchildren. 

My  brother  Lloyd  is  the  only  one  of  us  boys  that  didn't  serve  overseas. 
He  was  in  the  service  but  he  was  washed  out  of  Kelley  Field,  Texas  in 
1941,  6 weeks  before  Pearl  Harbor.  And  that  was  one  of  the  reasons, 

as  you  notice,  that  I say  he  died  in  a nursing  home.  However,  I do 
know  his  wife  was  a very  good  person  and  she  spent  10  years  shaving 
him,  every  day.  He  couldn't  even  shave  himself,  so  for  10  straight 
years,  she  shaved  him — I know  this  is  a little  different  testimony, 
but  these  people--my  dad  didn't  turn  alcoholic  or  didn't  drink,  his 
wife  didn't  drink,  and  my  third  brother,  the  same  way,  his  wife  didn't 
drink.  And  there  were  no  divorces  because  of  this  disease.  I think 
they  probably  picked  wonderful  people  to  marry T 

My  brother  Hugo — Hugh  Donald — he  fought  through  World  War  II 
with  the  Third  Armored  Division,  He  was  only  one  out  of  six  people 
that  left  New  York,  went  over  there  one  week  after  D-Day,  fought 
every  day,  and  when  they  came  back  to  New  York,  he  was  only  one  out 
of  six.  And,  again,  I think  he  proved  a little  bit  of  toughness 
there  someplace.  However,  when  you’re  up  against  this  disease,  there 
is  no  winning  the  disease.  He,  again,  was  hospitalized  at  the  VA 
Hospital  in  St.  Cloud  in  1969,  He  died  this  Valentine's  Day, 

February  14th  of  this  year,  and  he  lived  to  be  58  years  old.  He 
leaves  five  children  and  some  grandchildren. 
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I’m  stressing  the  fact  that  these  people  were  cared  for  at  the 
VA  hospital,  which  all  of  us  pay  for  when  we  pay  our  taxes.  And 
they’re  not-'-they  probably  earned  that  right  by  fighting  through 
World  War  II  and  coming  back.  But  the  disease  that  they  can  overcome 
— -like  my  brother  with  TB"-^and  fighting  all  the  way  and  still  coming 
back — and  yet,  when  you  get  that  Huntington's,  you’re  on  a downhill 

slide  and  it's  a tragic  thing  to  watch  them  day  by  day. 

As  1 say,  all  these  people  were  Minnesota  people.  I'm  just  a 
Kansas  transplant,  but  Mayo  Clinic  at  some  time  in  the  ’50’s  had 
made  some  type  of  survey,  1 did  not  answer  this  survey;  some  of  my 
family  did.  But,  I think,  at  that  time,  they  were  trying  to  diagnose 
which  of  the  family  may  or  may  not  have  it.  Now,  I understand  that 
they  have  some  kind  of  about  a 50  percent  ratio.  Well,  if  you  look 
at  my  immediate  family,  we  can  say  right  now,  three  out  of  eight  have 
passed  away.  We  don’t  know  what  the  future  holds. 

However,  in  my  own  case,  in  1970,  I went  to  Mayo’s  because  of  a 

car  accident  which  gave  me  a bad  hip.  I went  up  there  and  allowed 

Mayo’s  to  put  in  an  artificial  hip,  which  at  that  time  was  on  an 
experimental  basis.  It's  now  pretty  well  accepted  in  the  medical 
field.  When  Mayo's  got  my  history  and  put  me  through  the  clinic, 
naturally,  I had  to  disclose  my  Huntington’s  chorea,  so  they  asked 
me  to  take  additional  tests  in  which  they  laid  me  on  a table  and  had 
wires  all  over  my  body.  After  this  test  was  over,  I spoke  to  my 
doctor  and  he  seemed  to  say,  you  must  be  one  of  the  lucky  ones,  be- 
cause I think  you're  all  right  and  this  is  the  year  you're  turning 
50 — that  was  the  year  of  '70,  I turned  50  years  old  that  year. 

There  are  only  a couple  of  things  I'd  like  to  mention.  Like  I 
say,  we  didn't  get  bothered  with  drinking  in  the  family  and  we  didn't 
get  bothered  with  divorces,  but  these  people  had  to  put  up--like  my 
father,  my  two  sisters-in-law--had  to  put  up  with  very  much.  But  I'm 
trying  to  stress  this  part  of  VA  a little  bit.  I don't  figure  they 
didn't  earn  it,  because  the  only  people  that  can  go  to  the  VA  hospital 
are  people  that  have  sejrved  their  country  in  wartime.  But  when  we 
must  stop  and  think  of  this  cost  of  keeping  them  there  6 or  7 years 
and  the  times — like  I saw  my  last  brother  in  intensive  care  at 
Christmas  time  and  he  was  pretty  hopeless,  very  much.  So,  hopeless 
that  he  couldn't  even  smoke  a cigarette.  They  wouldn't  allow  him  to 
even  have  one  cigarette.  I knew  there  was  nothing  else  in  the  world 
I could  give  him. 

The  other  thing  is  this  disease  creates  a big  doubt  in  your  mind 
of  whether  you  should  have  babies  or  not,  whether  you  should  have 
children,  I do  have  four  girls,  I'm  now  56  years  old,  I only  have 
one  grandchild  and  they're  now  just  beginning  to  realize  that  there 
may  be  a chance  to  raise  children.  And  I think  maybe  we'll  have  more 
than  one  grandchild  because  one  has  just  gotten  pregnant  this  year. 
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The  other  part  of  it,  which  is  a little  bit  unique,  I think, 
ami  I know  my  testimony  is  a little  different  from  those  others  but 
this  is  more  different,  but  all  of  the  funerals  we  had--my  mother’s, 
my  brother ' s--were  church  funerals  and  one  of  the  things  the 
spiritual  advisers,  like  your  priests  and  ministers--come  to  us  and 
couldn't  understand  that  we  said  we’re  very  happy  this  happened — 
they  suffered  so  long.  And  they  said,  it’s  wonderful  to  go  to  a 
funeral  and  see  people  that  are  that  way.  They  said  they  have  gone 
to  a better  place  and  I think  they  have.  But  I know  that  most 
funeral  directors  are  surprised  when  we  have  learned  to  accept  this, 
and  yet,  can  have  that  outlook — that  after  suffering  so  many  years, 
as  they  have  suffered — and  I think,  like  I say,  most  of  them  in  the 
VA  hospital,  it  was  a 6 or  7-year  downhill  slide. 

At  times--!  know,  one  time  my  brother  mentioned  he  was  up  to 
34  pills  a day.  You're  not  getting  any  better  when  you’re  on  34 
pills  a day. 

I think  that's  about  all  I got  to  say.  And,  like  I say,  I just 
found  out  about  this  and  I didn’t  have  a chance  to  write  up  anything, 
but--!  don't  know  why,  but  I feel  that  being  that  my  mother  was,  more 
or  less,  diagnosed  in  the  ’30’s  and  she  did  go  to  the  state  hospital 
there  in  Fergus  Falls,  which  is  a mental  hospital  and  so  we  more  or 
less  backed  up  a diagnosis  that  her  father,  who  had  passed  away  in 
1928, had  that  disease.  And  the  family  remembered  how  much  his  hands 
shook  and  how  he  had  acted.  And  so,  we  could  pretty  much  feel  that 
--he  was  born  in  Ireland  and  came  over  here  and  everything  stopped 
there  for  tracing. 

This  is  about  as  much  as  I can  say.  I know  it  affects  the 
family's  mental  outlook;  it  affects  the  things  about  children;  and 
at  times,  you  even  go  to  your  spiritual  adviser  and  ask  them  if  you 
should  marry.  I did  that  during  World  War  II. 

GUTHRIE:  You  might  like  to  know  that  your  Irish  ancestors 

have  already,  through  their  future  generations. that  came  after,  begun 
to  organize  a similar  organization  like  the  Committee  to  Combat 
Huntington's  Disease  in  Ireland  and  they  are  doing  their  part  too. 

And  there  is  research  going  on  there  and  many  families  working 
together  and  helping. 

SCHACHT:  Thank  you,  Mr.  Kramer.  Mr.  Noonan? 
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TESTIMONY  OF 
JAMES  NOONAN 
WICHITA,  KANSAS 

NOONAN:  I particularly  liked  the  story  that  Jan  Hinnenkamp  told 

and  I know  the  Hinnenkamp  family.  The  Hinnenkamp  story  is  a long  and 
sad  one;  I have  known  from  the  beginning.  And  as  she  said — and  I'd 
elaborate  on  it  just  this  far — -that  the  reason  they  lived  in  that 
house  for  the  18  months  or  2 years  is  because  of  our  good  Kansas  state 
law.  Her  mother  died  in  the  Lamed  Hospital  and  that  property  was  con- 
sequently attached  by  state  law  and  sold.  In  other  words,  the  State 
just  put  them  clear  out  of  the  house.  Now,  it  doesn't  have  any  other 
words  for  it.  That's  it  exactly. 

I have  been  associated  with  Huntington's  chorea  for  34  years  and 
over,  through  my  wife  and  her  family.  Through  the  years  I have  col- 
lected much  information  about  Huntington's  and  have  studied  it  through 
living  with  it. 

My  files  contain  many  letters  from  many  knowledgeable  medical 
personnel  including  M.D.'s.  I feel  that  my  knowledge  is  far  greater 
than  most  M.D.'s,  social  workers,  et  cetera.  We  learn  through  experi- 
ence and  34  years  is  a bunch  of  experience. 

In  order  to  have  my  wife  diagnosed  I spent  many  hours  reading  and 
consulting  M.D.'s  from  New  Mexico,  Duke  University,  California  and 
K.U,  Medical  Center.  I might  add  my  wife  had  been  misdiagnosed  three 
times  before  I consulted  these  very  educated  people. 

If  you  are  interested  in  my  story  I shall  attempt  to  give  it. 
However,  it  cannot  be  done  in  five  minutes.  I do  feel,  though,  that 
the  knowledge  I have  obtained  through  the  years  would  be  beneficial 
to  the  Commission. 

Sources  of  qualified  medical  information: 

B.  S.  Nashold,  Jr.,  M.D.;  Duke  University 

E.  M.  Butt,  M.D.;  U.S.C.  Los  Angeles,  California 

Cornelius  Corville,  M.D.;  U.C.L.A.  Los  Angeles,  California 

R.  Neal  Schimke,  M.D.;  K.U.  Medical,  Kansas  City,  Kansas 

Dewey  K.  Ziegler,  M.D.;  K.U.  Medical,  Kansas  City,  Kansas 

Gregg  M,  Snyder,  M.D.;  Wichita,  Kansas 

Arnold  Greenhouse,  M.D.;  Grand  Junction,  Colorado 

I have  found  these  professional  people  very,  very  knowledgeable 
about  Huntington's  chorea  and  without  them  I would  not  have  been  able 
to  obtain  a diagnosis  on  my  wife.  I have  kept  in  close  contact  with 
all  of  these  professionals  through  the  years  except  Dr.  C.  Corville, 
as  he  is  now  deceased. 
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Due  to  my  interest  in  Huntington's  I established  a research 
prexjram  at  K.U.  Medical  Center  in  genetic  linkage,  with  the  help  of 
others  many  years  ago.  I feel  the  answer  to  Huntington's  chorea 
IS  through  genetic  linkage.  Through  Dr.  R.  Neal  Schimke  I have  had 
the  privilege  of  interviewing  from  100  to  200  families  and  patients 
in  Kansas  alone.  I have  traveled  into  Colorado,  Nebraska,  South 
Dakota  and  Missouri  to  visit  families. 

I have  mentioned  the  professionals  that  I know  who  know  what  the 
disease  is  about.  There  are  many  M.D.'s  that  I have  met  that  do  not 
know  what  it  is,  such  as  the  one  who  referred  me  to  a psychiatrist 
and  he  in  turn  gave  my  wife  shock  treatment  three  times.  I won't  men- 
tion the  expense  of  all  this. 

I feel  that  a nursing  home  set  up  for  Huntington's  chorea  patients 
needs  to  be  built  close  to  a medical  center  such  as  K.U.  Medical, 
where  medical  students  can  observe  patients  through  all  stages  first- 
hand. Therefore,  they  would  become  more  knowledgeable  about  Hunting- 
ton's and  not  misdiagnose. 
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DOROTHY  ALLEN 

WICHITA,  KANSAS  MAY  3,  1977 


I have  lived  with  H.D.  in  my  family  for  over  20  years. 
Brother  and  sister  have  passed  away  and  two  brothers  now  liv- 
ing with  me  are  in  advanced  stages.  Every  one  of  those  days 
I have  prayed  for  something  to  help  them.  It  is  an  undescrib- 
able  feeling  to  see  your  family  deteriorate  the  way  they  do. 

Every  one  of  them  received  or  are  receiving  Social  Security 
and  had  no  troubles  collecting  same.  My  sister  received  the 
least  and  encountered  many  problems  making  her  money  stretch. 
Let's  take  Bill,  my  brother,  who  passed  away.  He  was  married 
and  had  two  sons.  His  wife  had  him  put  in  Lamed  State  Mental 
Hospital.  He  wasn't  there  too  long  and  they  released  him  not 
knowing  what  his  problem  was.  She  once  again  had  him  confined 
at  Lamed  and  divorced  him,  not  allowing  either  son  to  visit 
him.  It  didn't  take  them  long  to  realize  he  wasn't  in  the 
correct  place.  So  with  our  permission  they  had  him  go  to  Topeka. 
He  wasn't  there  long  and  was  returned  to  Lamed.  Once  again 
they  informed  us  he  was  in  the  wrong  place  (the  second  trip  to 
Lamed  was  a court  order  requested  by  his  wife)  . They  then 
took  him  to  Newton,  Kansas  to  Meadowlark  Homestead,  a nursing 
home.  The  manager  there  took  him  to  a doctor  at  Bethel  Clinic. 

It  was  he  who  discovered  the  H.D.  He  wasn't  there  long  and 
had  a heart  attack,  which  caused  his  death.  This  went  on 
over  a period  of  4 years  and  his  wife  or  children  never 
recognized  him.  I am  sending  all  H.D.  information  to  Terry. 
Bill's  son,  Larry,  his  eldest  soi} , was  adopted — Terry,  his 
own . 


Now  let's  talk  about  Ruth,  my  sister.  Oh  what  a heart- 
break. She  was  a beautiful  lady  and  to  watch  her  go  down — 
words  cannot  describe.  We  kept  her  at  home  all  the  time.  We 
had  many  problems  getting  decent  help  and  at  that  time  I was 
working.  Money  became  a problem  and  she  started  receiving 
Supplemental  Social  Security.  Well,  just  before  her  death. 
Social  Security  got  all  over  us.  Seems  one  had  to  be  a pauper 
before  being  eligible.  She  and  I had  a bank  account  together. 
The  bulk  of  the  money  was  mine  but  her  name  on  the  account  made 
it  bad.  I feel  it  is  a shame  the  way  that  is  handled.  When 
one  is  sick  it  is  bad  enough,  but  they  were  very  kind  to  me 
after  her  death.  They  did  not  make  me  pay  the  nearly  $4,000. 
The  poor,  the  sick,  and  the  elderly  are  badly  treated.  Ruth 
lost  her  ability  to  speak  unless  she  was  mad.  She  knew  what 
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she  was  saying  but  it  didn't  come  out.  She  could  hardly  walk. 
She  took  so  many  tranquilizers  she  almost  became  a zombie. 

She  became  eligible  for  Medicaid  which  paid  her  medicine  and 
hospitalization.  Ruth  could  not  control  her  temper  and  often 
I was  on  the  receiving  end.  Her  walk  became  very  staggered. 

Her  appetite  was  real  good.  She  slept  well  until  the  last 
few  months.  She  never  neglected  to  have  her  hair  set  and 
nails  filed  until  she  was  bedfast;  when  she  was  in  the  hospital 
the  last  time  we  had  them  come  up  and  wash  her  hair  and  fix 
her  nails.  She  had  been  very  nervous  but  laid  very  still 
while  the  lady  was  working  on  her.  I always  felt  her  mind 
was  good.  Many  times  she  would  speak  just  as  clear  and  what 
she  said  was  exactly  right.  She  was  very  demanding — at  times — 
very  lonely — people  just  don't  visit  people  in  her  condition. 
Very  clean  and  a very  sad  lady. 

Now  for  my  two  brothers,  Dan  and  Bill.  Both  are  in  the 
advanced  stages. 

Dan  has  arthritis  real  bad.  He  is  quiet,  clean,  and 
never  hounds — a loner  and  accepts  things  and  is  not  at  all 
demanding.  He  loves  his  home. 

Bill  is  noisy,  filthy,  hounds  all  the  time,  is  never 
satisfied,  demanding,  and  nothing  ever  pleases  him.  It  seems 
or  rather  he  says  he  hates  his  home. 

About  every  3 months  or  so  they  have  a big  argument.  Lord, 
that  is  bad.  It  doesn't  last  too  long.  Dan  goes  off  to 
himself  and  says  no  more  about  it.  Bill  dogs  me  until  I am 
ready  to  blow  and  then  I go  to  my  room  and  ask  for  God's  help 
and  I can  quiet  myself  down. 

Dan  never  drives  his  car;  I take  him. 

Bill  drives  himself — ran  a red  light,  hit  a car,  and  got 
in  trouble  with  the  state.  Had  to  take  a driver's  test  and 
passed.  So  he  still  drives.  He  doesn't  go  too  often.  Maybe 
once  or  twice  a week,  but  I pray  all  the  time  he  is  gone. 

Neither  of  the  boys  had  any  Social  Security  problems.  They 
are  both  having  troubles  getting  their  tax  refund.  They  have 
to  have  them,  fill  out  a form  to  verify  their  disability.  Bill 
left  work  over  2 years  ago,  Dan  just  over  a year. 

There  is  so  much  more  I could  write.  I want  you  to  know 
I appreciate  your  coming  to  Wichita  and  truly  hope  funds  can 
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soon  be  coming  to  H.D.  These  people  don't  have  a chance. 
No  medicine  is  horrible.  You  take  it  each  day  and  wonder 
tomorrow  is  your  last  day.  They  feel  why  go  to  the  doctor 
he  can't  help.  You  know,  that  in  itself  is  a frustrating 
experience . 

Thank  you. 
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MILDRED  ALLEN 

WICHITA,  KANSAS  APRIL  25,  1977 


My  knowledge  of  H.D.  is  through  a friend.  He  and  his 
wife  had  ten  children  before  they  knew  she  had  H.D.  Their 
story  is  like  the  others.  He  knew  something  was  wrong,  but 
he  had: 

No  knowledge  of  the  symptoms ; 

Doctors  either  didn't  know  how,  or  refused  proper  diagnosis; 

They  were  unable  to  get  accurate  information  in  Wichita, 
Kansas ; 

Their  family  doctor  said,  "Women  don't  get  H.D." 

Finally,  after  great  effort  on  his  part,  with  no  help 
from  his  doctor,  he  got  his  wife  to  the  Kansas  University 
Medical  Center,  and  they  found  she  had  H.D. 

At  that  time  and  still  does  need  financial  help,  emotional 
help,  and  proper  guidance  in  what  should  be  done.  None  was  to 
be  had  and  very  little,  if  any,  today. 

If  this  Commission  can  help  in  any  way,  the  need  is 
surely  there.  Those  of  us  that  are  friends  can  help  some 
with  money  gifts,  but  much  more  than  that  is  needed.  Please 
do  all  that  can  be  done  to  bring  help  to  cause. 
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RALPH  J.  ANDERSON 

ST.  LOUIS,  MISSOURI  DECEMBER  21,  1976 


Thank  you  for  this  opportunity  to  express  my  concern  over 
what  I am  sure  is  an  oversight  situation  as  regards  the  family 
of  an  H.D.  patient  and  the  patient  himself.  Frequently  we  find 
in  our  work  with  H.D.  families  in  the  Eastern  Missouri  Chapter 
of  CCHD  that  the  H.D.  patient  has  tried  to  obtain  disability 
benefits  under  the  terms  of  the  Social  Security  laws  and  is 
denied  them  on  the  basis  that  they  have  not  worked  enough  or 
recently  enough  or  both. 

The  course  of  the  degenerative  disease  like  H.D.  and  the 
difficulty  of  accurate  diagnosis  frequently  lead  to  a work 
experience  that  is  non-uniform.  Typically,  the  patient  has 
lost  his  job  (due  to  his  clumsiness,  personality  change,  etc.) 
and  ends  up  working  odd  jobs  for  a year  or  so  or  not  working  at 
all.  Finally  the  long  period  of  joblessness  ends  with  the  H.D. 
diagnosis.  Sometimes  this  time  span  is  too  long  for  Social 
Security  to  apply  and  not  enough  credits  have  been  put  into  the 
patient's  account  for  him  to  qualify.  Along  with  this  loss  of 
benefits  also  comes  the  loss  of  the  opportunity  to  receive 
Medicare . 

For  the  person  who  is  disabled  from  birth  or  early  child- 
hood, there  is  no  problem  getting  benefits  even  though  that 
person  has  not  worked  at  all.  However,  the  H.D.  patient  who 
is  also  disabled  from  birth  (by  the  genetic  defect)  has  usually 
contributed  something  during  the  time  before  the  symptoms  begin 
and  it  is  precisely  this  fact  that  lowers  his  chances  of  par- 
ticipating in  Social  Security  benefits. 

A simple  change  in  the  law  would  allow  this  oversight  to 
be  corrected.  I suggest  that  the  law  be  amended  to  categorize 
the  person  who  is  suffering  from  H.D.  as  being  disabled  from 
birth.  This  allows  this  person  to  lessen  the  serious  financial 
problems  that  always  surround  H.D.  I am  sure  that  it  was  not 
the  intention  of  our  lawmakers  to  loophole  out  of  Social  Secur- 
ity benefits  people  who  are  as  seriously  handicapped  as  the  H.D. 
patient . 

You  would  be  of  great  service  to  at  risk  persons  and  H.D. 
patients  if  you  would  clarify  the  Social  Security  laws  as 
regards  these  unfortunate  people. 


6—416 


Wichita,  Kansas 


May  10,  1977 


RALPH  J.  ANDERSON 

ST.  LOUIS,  MISSOURI  MARCH  16,  1977 


I am  writing  this  for  my  friend  who  insists  on  remain- 
ing anonymous  in  his  uphill  battle  with  H.D.  Mark's  wife  has 
H.D,  and  at  31  years  old  is  in  the  beginning  of  the  totally 
disabled  stage.  The  stormy  years  of  their  marriage  in  which 
Pat  has  experienced  a Jeckyll  and  Hyde  personality  change  have 
reduced  their  marriage  to  less  than  going  through  the  motions. 

Their  daughter  has  been  placed  in  the  home  of  friends 
for  the  past  two  years  in  order  that  she  might  not  have  to 
suffer  from  the  venomous  treatment  she  has  received  from  her 
mother  in  the  early  years  of  her  childhood.  As  a patient  care 
resource  person  in  the  St.  Louis  area,  Mark  has  turned  to  me 
for  help  in  the  last  few  weeks.  Pat  has  had  a bout  with  con- 
vulsions and  because  of  this  and  her  H.D.  disabilities  has  had 
to  be  under  constant  surveillance  after  her  return  to  her  home 
from  the  hospital. 

Mark  travels  in  his  work  and  is  gone  from  St.  Louis  more 
than  fifty  percent  of  the  time.  His  sister  came  in  from  out 
of  town  for  a week  while  our  local  chapter  of  the  Committee  to 
Combat  Huntington's  Disease  looked  for  some  resource  to  fill 
the  surveillance  needs  of  Pat.  We  couldn't  find  anyone  within 
the  economic  realities  of  the  family  situation.  Years  of  mis- 
diagnosis, psychiatric  care,  maintenance  of  the  double  home 
situation,  hospitalization  and  so  forth  had  taken  an  immense 
toll  on  the  financial  resources  of  the  family.  The  dilemma 
defied  solution  within  any  normally  acceptable  ethic. 

So,  as  if  often  the  case  with  H.D.,  a not  socially 
acceptable  solution  for  Mark  was  found.  He  divorced  her, 
deserted  her,  and  sent  her  out  to  her  aging  parents  in  another 
part  of  the  country  taking  custody  of  the  daughter  who  is  to 
never  know  her  at-risk  situation.  Who  will  never  see  her 
mother  again.  I am  not  to  judge.  I only  pity  all  of  those 
afflicted  now  and  in  the  future  by  this  pall  of  H.D. 

I cite  this  case  with  Mark's  knowledge  as  long  as  he  can 
remain  unknown.  His  daughter  must  never  know.  When  she  does 
find  out  the  odds  are  50-50,  then  it  will  be  too  late. 
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COLETTE  ARNOLDY 

TIPTON,  KANSAS  MAY  8,  1977 


In  our  small  community,  we  have  several  families  who 
are  suffering  from  Huntington's  disease.  It  is  heartbreak- 
ing to  see  the  effects  of  this  dreaded  disease.  I believe 
the  hopelessness  and  knowing  that  there  is  very  little  help 
available  for  them  is  m.ost  discouraging,  to  say  the  least. 
I've  seen  several  of  my  friends  suffer  and  become  completely 
helpless . 

I believe  it  is  necessary  for  the  Government  to  help 
with  research  and  possibly  som.e  financial  help  to  the 
families  of  these  people. 

Help  is  also  needed  to  help  the  families  of  these  peo- 
ple to  plan  their  lives  and  future. 

A good  educational  program  is  necessary  for  not  only 
members  of  the  families  of  these  victims,  but  to  the  public. 

In  my  opinion  Government  help  is  vitally  necessary  for 
the  combating  of  Huntington's  disease. 
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•■'.AXINE  ARNOLDY 

TII'TON,  KANSAS  MAY  2,  19  77 


I am  a friend  of  an  "at-risk"  person  who,  because  of  the 
financial  burden  of  H.D.,  had  to  move  to  another  city.  I have 
always  felt  that  she  w'as  missing  a lot  out  of  life  because  of 
her  dad  having  H.D.  I remember  when  her  dad  v/as  working  at  the 
post  office  here  and  when  he  was  really  starting  to  be  affected 
by  H.D.  It  really  made  me  feel  awful  that  nothing  could  be  done 
to  help  either  him  or  his  family. 

I live  in  an  area  w’here  H.D.  has  affected  a lot  of  people. 
When  I stop  to  think  about  it,  there  are  a fantastic  number  of 
people  that  I know  who  either  are  now,  or  at  one  time  were, 
"at-risk"  persons.  Many  of  these  are  my  relations,  though  not 
close  enough  to  w'here  any  of  my  family  is  in  danger  of  getting 
the  disease. 

A couple  of  years  ago,  a concert  was  held  here  for  the 
benefit  of  H.D.  I thought  that  v.^e  v;ere  really  doing  something 
great , but  it  turns  out  that  even  though  we  made  quite  a bit 
more  than  was  expected,  what  w'e  made  was  only  a drop  in  the 
bucket  compared  to  the  amount  of  money  needed. 

I really  like  my  "at-risk"  friend  a lot  and  I really  care 
about  those  I know  who  either  have  H.D.  or  are  "at-risk"  people. 
Something  has  to  be  done  so  that  these  people  don't  have  to 
wait  until  they're  35  to  find  out  if  they  have  it  and  for  those 
that  do  have  it,  there  should  be  a cure.  Until  we  find  a cure 
and  can  conquer  this  disease,  I think  that  those  persons  and 
families  who  have  it  need  all  the  help  they  can  get  from  us, 
both  financially  and  emotionally. 

I'm  16,  female,  single,  and  a student  of  Tipton  High. 
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SUSIE  ARNOLDY 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  this  in  hope  that  it  will  help  in  the  fight 
against  Huntington's  disease.  I am  fortunate  in  knowing  that 
I nor  any  of  my  relatives  have  this  disease.  But  I have  known 
a family  whose  father  had  it  and  as  a result,  the  mother  has 
to  work  to  support  the  family  and  the  father  is  in  the  hospital 
all  the  time.  What  is  worse,  the  kids  have  a 50-50  chance  of 
getting  the  disease. 

So  please  consider  all  of  this  and  allow  money  for  research 
of  this  disease  in  hope  we  can  find  a cure. 

Thank  you. 

High  School  Student 
Age:  15 
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TONY  ARNOLDY 

TIPTON,  KANSAS  M-AY , 19  77 


I cUT\  a high  school  teenager  (male)  in  a small  to^-m 
(population  350).  No  one  in  my  immediate  fairdly  has  H.D. 
However,  our  town  has  several  large  family  clans  and  at  least 
two  family  clans  have  a high  incidence  of  H.D.  These  fami- 
lies have  had  hard  financial  and  emotional  difficulties 
because  of  the  risk  to  the  children.  A girl  in  my  class  was 
at  risk  because  her  father  had  H.D.  and  had  to  move  to  a larger 
town  to  be  closer  to  help  and  financially  better  jobs. 

I feel  strongly  that  an  intensive  research  must  be  uti- 
lized to  find  a cure  to  save  these  people.  Government  aid  is 
a necessity.  Also,  a system  of  day  care  must  be  made  in  Kansas 
to  aid  the  stricken  families. 

Your  program  is  their  only  hope.  There  are  many  more 
people  involved  than  the  public  is  aware  of.  Without  outside 
help,  these  families  v;ill  exist  in  a state  of  strained  emo- 
tional poverty.  I thank  God  for  my  good  health.  I hope  that 
we  can  thank  him  by  helping  the  many  less  fortunate  people  with 
H.D. 
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RITA  BANMAN 

MCPHERSON,  KANSAS  MAY,  1977 


I first  heard  of  Huntington's  disease  when  my  daughter 
started  dating  a boy  from  a Huntington's  disease  family.  I 
quickly  learned  all  I could — that  consisted  of  absolutely 
nothing  in  our  1964  World  Books  and  our  doctor  said,  "Yes, 

I've  heard  of  it.  I know  it's  hereditary  and  is  neuromuscular." 
I later  had  the  Doctor's  Packet  sent  to  him  since  he  did 
express  an  interest  in  learning  more.  This  was  just  4 
years  ago.  My  husband  and  I attended  our  first  CCHD  meeting 
one  week  after  our  daughter  married  this  fine  boy,  and  since 
then  we've  come  to  really  understand  the  plight  of  the  H.D. 
family. 

Money  for  research  is  desperately  needed.  There  are  so 
many  areas  that  need  to  be  more  fully  understood,  but  as  an 
interested  but  unmedical  person,  I have  no  idea  which  fields 
are  most  urgent. 

In  my  heart,  early  detection  seems  most  important  because 
I feel  most  people  can  deal  with  fact — uncertainty  is  uncon- 
trollable. I also  feel  very  strongly  that  there  should  be  funds 
made  available  to  these  families  as  the  need  arises.  It 
should  be  done  in  such  a way  that  they  can  feel  comfortable  in 
receiving  them,  because  I have  found  that  most  H.D.  families 
are  very  self-sufficient.  As  with  any  long-term  illness, 
there  comes  a day  when  financial  help  is  needed,  and  it  should 
be  there  without  drastic  measures  like  divorce.  Families 
should  not  be  forced  into  poverty  levels  of  living  because 
an  adult  in  the  family  has  H.D. 

Another  area  where  I think  H.D.  families  could  be  helped 
is  by  including  them  in  some  of  our  social  services.  I know 
of  many  H.D.  patients  who  can  no  longer  hold  jobs  but  can 
still  function  well  enough  to  remain  at  home.  Their  time  gets 
very  heavy  as  they  are  usually  alone  most  of  the  day.  My  plea 
is  that  they  be  allowed  to  share  in  the  Senior  Citizens  Centers. 
It  seems  to  me  to  be  a perfect  answer  as  they  could  participate 
in  many  activities  and  if  some  care  was  needed,  an  elderly 
person  who  has  been  feeling  useless  and  unneeded  would  prob- 
ably be  glad  to  have  the  chance  to  feel  useful  again. 
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There  seems  to  be  a great  need  to  inform  the  medical 
profession  of  this  disease,  as  I have  heard  over  and  over 
about  doctors  who  had  really  not  understood  H.D.  and  apparently 
did  not  know  where  to  find  out.  CCHD  is  helping  with  getting 
this  information  out  but  maybe  it  should  be  required  that  it 
be  included  in  medical  school  training  or  the  Federal  aid  be 
removed . 

It  seems  to  me  that  there  should  be  some  counselors 
trained  to  help  H.D.  families,  someone  who  understands  the 
disease  and  its  progression,  that  could  periodically  check 
in  with  the  family  and  prepare  them  for  the  next  step. 

They  could  also  be  very  helpful  in  making  suggestions  as  to 
activities  the  patient  could  do  at  home  as  well  as  community 
services  that  might  be  available. 

I would  like  to  finish  by  saying  that  H.D.  families 
need  help.  They  need  it  through  financial  aid  to  research, 
financial  aid  to  the  family,  aid  through  social  services  and 
compassion  from  all. 
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MRS.  VIRGINIA  BATZ 

ST.  ANN,  MISSOURI  APRIL  14,  1977 


My  husband  was  diagnosed  as  having  Huntington's  disease 
in  September  1964.  He  was  able  to  continue  on  working  until 
December  1969  at  which  time  the  company  he  worked  for  decided 
it  was  best  he  no  longer  work.  So  they  put  him  on  retirement 
disability.  It  was  a great  shock  to  him  and  he  just  couldn't 
get  used  to  it.  At  first  he  would  do  as  much  as  he  could 
around  the  house,  but  his  balance  and  coordination  were  getting 
worse.  I tried  to  keep  him  occupied  in  doing  only  the  smaller 
things  in  order  to  keep  him  from  hurting  himself.  He  was  hav- 
ing a hard  time  eating.  Gradually  he  lost  control  of  his  kidneys 
and  was  incontinent.  He  would  do  all  his  sleeping  during  the 
day  and  when  the  girls  and  myself  were  going  to  bed,  he  would 
get  up  and  turn  on  the  T.V.  He  was  making  trips  back  to  the 
hospital  for  checkups  and  medicines . Soon  he  refused  to  even 
go.  Even  his  best  friends  could  not  persuade  him. 

Life  here  at  home  was  very  hard  on  the  two  girls,  as  they 
were  in  their  last  years  of  school  and  needed  their  rest.  They 
even  threatened  to  leave  home.  I felt  they  should  remain  here, 
but  I also  felt  it  was  my  duty  to  make  my  husband  as  comfortable 

and  happy  as  I could,  too.  I was  getting  to  be  very  nervous  and 

ended  up  going  to  the  doctor,  who  said  my  blood  pressure  was 

very  high.  He  said  I must  get  him  into  a hospital.  That  was 

another  problem.  He  refused  to  go  back  to  the  hospital  for  a 
checkup.  I talked  with  the  V.A.  doctors  and  they  said  if  I 
could  bring  him  in  they  would  take  him.  I finally  called  an 
ambulance  after  he  went  to  bed  and  had  them  get  him  by  force, 
with  the  assistance  of  the  police. 

He  was  admitted  to  the  V.A.  Hospital  in  February  1972. 

He  was  still  able  to  walk  some,  but  used  a wheelchair  too.  I 
would  walk  him  every  time  I visited,  which  was  every  other  day 
and  weekends.  He  would  still  smoke,  but  had  holes  burnt  in  his 
clothes.  Finally  they  had  to  take  cigarettes  away  from  him. 

He  soon  became  confined  to  a wheelchair  and  needed  to  be  fed. 

His  speech  soon  became  impaired;  it  was  hard  to  understand  him. 
Then  he  would  become  angry  if  you  didn't  understand  him. 

Soon  he  wouldn't  even  answer  if  you  tried  to  talk  with  him. 

His  appetite  was  always  very  good,  and  he  would  eat  double 
portions  at  meals.  Then  it  became  hard  for  him  to  chew,  and 
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his  food  had  to  be  pureed  like  baby  food.  His  muscles  were 
ti  ihtening  and  he  was  becoming  very  rigid.  But  his  mind  was 
s.till  alert.  He  understood,  but  would  not  answer  if  he  didn't 
want  to.  No  matter  how  good  his  appetite  was,  he  still  was 
1 'sini  weight. 

Then  in  June  of  1976  the  social  worker  at  J.B.  told  me  I 
would  have  to  take  him  out  of  J.B.  Hospital  and  put  him  in  a 
nursing  home.  They  said  they  had  reviewed  his  medical  and 
Sv)cial  situation  and  it  was  their  decision  that  he  could  be 
oared  for  in  a community  nursing  home.  They  would  put  him  on 
a V.A.  contract  for  a period  of  six  months  at  no  expense  to 
him  or  his  family.  That  was  quite  a blow  to  me . I wrote  to 
my  Congressmen  and  they  contacted  the  hospital  director,  but 
received  the  same  reply.  I finally  gave  up.  They  said  he 
could  return  to  the  hospital  in  the  event  that  he  needed  in- 
patient care. 

Well,  the  six  months  went  by  in  a hurry.  I applied  for 
aid  and  attendance,  and  additional  medical  expenses.  He  was 
put  in  the  nursing  home  in  September  1976.  His  contract  ex- 
pired on  March  17,  1977.  The  Veterans  Administration  reviewed 
his  case  and  awarded  him  some  back  pension.  I opened  up  a spe- 
cial account  and  put  all  monies  from  the  V.A.  into  a separate 
account.  Had  almost  $2,000.  Since  March  17,  1977,  I have  put 
out  $970.00  to  the  nursing  home.  The  V.A.  still  gives  him  his 
medicines.  I have  not  received  the  aid  and  attendance  allowance 
yet,  but  should  get  it  by  May  1.  Now,  in  my  opinion,  these 
patients  cannot  be  cared  for  properly  in  a nursing  home.  They 
do  not  have  the  facilities  like  the  veterans  hospital.  At  the 
hospital  they  got  baths  and  showers.  The  nursing  home  only  gives 
him  a sponge  bath  (when  they  feel  like  it) . Sometimes  he's 
still  in  bed  at  2:00  o'clock  in  the  afternoon.  Most  of  the 
time  his  face  isn't  even  wiped,  food  still  smeared  all  over. 

He  can't  talk  anymore,  can't  call  or  ring  the  light,  when  he 
needs  help.  They  don't  put  a catheter  on  him  because  they  say 
they  can't  get  one  to  fit  him.  They  didn't  even  know  how  to 
get  him  from  the  wheelchair  to  the  bed  when  he  came  in.  He 
fell  out  of  bed  about  two  weeks  after  he  was  there  because 
they  didn't  even  put  the  sides  up.  They  only  seem  to  pay  atten- 
tion to  people  who  can  be  up  and  about  and  can  talk.  The  help- 
less ones  get  nothing. 

On  the  5th  of  April  they  called  me  at  7:30  at  night  and  said 
he  was  very  ill,  had  a high  temperature,  and  they  were  sending 
him  back  to  J.B.  Hospital.  I hadn't  been  there  to  see  him  for 
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two  days,  and  when  I met  him  at  J.B.  his  lips  were  cracked, 
bloody,  he  was  dehydrated,  had  104.8°  fever.  They  immediately 
gave  him  I.V. 's  and  started  tube  feedings.  He  was  having 
difficulty  swallowing,  had  been  for  the  past  few  weeks. 

Now  if  this  is  nursing  home  care,  you  can  have  it.  If 
there  was  any  way  I could  lift  him,  I would  have  him  home. 

I could  give  him  better  care. 

The  cost  of  the  home  is  $22.00  per  day  (room  and  board) . 

I do  his  laundry,  and  the  V.A.  furnishes  his  medicines.  He 
gets  Social  Security,  $302.00  per  month,  retirement  from  work, 
$76.00  per  month,  V.A.  pension,  $62.00  per  month,  and  his  aid 
and  attendance  allowance  is  supposed  to  be  about  $155.00  per 
month,  which  all  added  up  will  pay  for  his  care.  But  we  have 
a house  which  I must  keep  up,  pay  taxes,  insurance,  light,  gas, 
electric,  water,  sewer,  household  insurance,  etc.,  and  mainte- 
nance on  the  house.  Our  car  is  12  years  old;  thank  heavens  it 
is  still  in  good  condition  because  it  has  had  an  overhaul  job, 
new  tires  and  everything  else  that  goes  with  its  upkeep.  I 
also  pay  car  insurance.  We  own  our  home.  It  is  still  ours, 
and  because  of  its  value  we  are  not  entitled  to  welfare  assis- 
tance. I never  even  applied  because  they  humiliate  you  to 
death.  I will  not  give  up  the  house  as  I have  to  live  some- 
where. I will  not  divorce  my  husband  in  order  to  get  more 
assistance.  I work  two  hours  a day  at  school.  There  are  not 
many  jobs  to  get  at  age  56  and  I do  have  high  blood  pressure 
and  a nervous  condition,  so  don't  know  if  I could  work  full 
time . 


He  does  receive  total  disability  under  Social  Security, 
but  Medicare  does  not  pay  any  nursing  home  care  because  he  is 
complete  custodial.  I hope  I have  covered  all  the  aspects  of 
my  problems.  My  husband  is  still  at  J.B.  Hospital.  Don't 
know  how  long  he  will  be  there.  But  he  is  doing  much  better 
because  they  gave  him  the  care  he  needed.  They  know  what  to 
do.  At  this  stage  of  my  husband's  illness,  they  need  more 
hospital  care. 

I can't  understand  why  a veterans  hospital  cannot  keep  a 
veteran,  regardless  of  whether  his  illness  is  service-connected 
or  not . 

I do  not  wish  to  appear  before  the  Commission. 
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MARY  BROKER 

ST.  LOUIS,  MISSOURI  DECEMBER  16,  1976 


I'm  writing  this  letter  in  hopes  that  it  will  help  to 
obtain  national  attention  in  our  fight  of  recognition  for  the 
combat  of  H.D. 

Just  recently  we  have  been  informed  about  my  brother's 
illness  which  has  finally  been  diagnosed  as  H.D.  We  have  had 
him  to  doctors  and  hospitals  only  to  be  told  he  needed  sleeping 
pills  and  his  nerves  were  his  problem.  (You  see,  this  illness 
was  passed  by  my  dad's  mother,  who  are  both  dead  now;  and  now 
my  brother  who  has  H.D.  and  another  brother  and  myself  who  are 
at  risk,  and  we  all  have  children  who  are  also  at  risk.) 

This  terrible  illness  has  interrupted  our  lives  like  a 
tornado;  we  didn't  know  who  to  turn  to.  No  doctor  or  hospital 
referred  us  to  any  organization  who  might  have  given  us  vital 
information  as  to  how  we  handle  ourselves  in  such  a case  as 
this.  Fortunately  through  the  newspaper  I learned  about  the 
Committee  to  Combat  Huntington's  Disease,  and  since  have  attended 
several  meetings  and  enjoyed  them  tremendously.  Also,  I feel 
like  it  is  our  answer  to  our  problem. 

I wish  I could  explain  how  it  has  affected  our  children 
and  ourselves.  I am  so  curious  to  learn  about  this  disease 
because  I feel  the  more  I know,  the  better  I'll  be  able  to 
adjust  and  help  my  brother  and  his  family. 

Right  now  my  brother  is  in  Jefferson  Barracks  Hospital  in 
St.  Louis,  Missouri,  where  the  illness  was  finally  diagnosed. 

But  they  are  in  the  process  of  discharging  him  too,  which 
appalls  me.  He  has  threatened  suicide  on  several  occasions, 
and  still  they  insist  he  is  well  enough  to  be  home  all  day  by 
himself  (as  his  wife  works  to  support  the  family,  since  they 
have  no  other  income.  She  has  applied  for  Social  Security  but 
has  heard  nothing  about  it.) 

I would  like  to  see  something  done  in  the  field  of  Social 
Security  to  speed  up  the  processing  of  claims;  also,  continue 
the  research  in  this  field,  and  also  to  educate  the  people  and 
the  medical  field  to  know  enough  about  H.D.  to  diagnose  it  early 
enough  to  enable  those  so  they  can  apply  for  Social  Security. 

Is  there  any  way  that  we  could  seek  advice  regarding  my  brother 
and  VA  Hospital  stay  as  long  as  he  is  in  need  of  care? 


/ 
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These  are  very  important  questions  for  me  right  now.  I'm 
at  a loss  as  to  what  is  available  and  how  we  can  go  about  attain- 
ing aid  and  care  when  it  is  needed. 

I hope  the  Federal  Government  will  come  to  the  aid  of  the 
Combat  for  H.D.  and  provide  some  provisions  for  those  affected 
and  their  families.  Until  we  have  had  to  face  this  terrible 
ordeal,  I had  no  idea  how  horrible  this  illness  is.  And  I 
pray  every<  day  for  a cure  or  control. 

If  there  is  anything  I can  do,  or  if  there  is  anything  you 
can  tell  me,  I can  be  contacted. 


6-428 


Wichita,  Kansas 


May  10 , 1977 


MARGARET  BENNETT 

BRIDGETON,  MISSOURI  APRIL  24,  1977 


I had  a husband  to  die  with  Huntington's  disease  (H.D.) 
and  a child  born  with  it.  Not  born  with  a chance  of  getting 
it,  but  born  with  the  disease  itself.  He  is  now  14  years  old 
and  in  an  advanced  stage  of  the  disease. 

The  most  help  and  the  most  hell  in  my  life  from  this 
disease  has  come  from  the  Veterans  Administration. 

These  have  been  my  main  problems: 

My  Son  Chris 


Early  diagnosis  - I could  have  understood  and  treated 
my  child  differently  had  I known  what  was  wrong  with  him. 

He  is  stiff  and  clumsy  while  my  husband  was  jerky  and  awk- 
ward. I didn't  associate  the  one  condition  with  the  other. 

Care  at  home  with  other  H.D.s  - Often  a severe  conflict 
at  home  between  my  husband  and  my  child.  I became  "mother" 
to  both  and  each  was  jealous  of  the  other.  My  daughter,  who 
is  normal,  was  almost  left  out  emotionally  for  I was  completely 
drained  between  my  husband  and  child. 

Nursery  schools  - I enrolled  my  son  two  days  a week  so 
he  could  be  with  other  children  his  own  age  in  a normal  atmos- 
phere and  to  take  some  of  the  pressure  off  at  home.  The 
teachers  did  not  understand  his  behavior  and  tried  to  force 
him  into  a normal  mold.  This  didn't  work,  of  course,  and 
they  didn't  want  to  care  for  him.  As  a result,  he  was  more 
unhappy  than  ever. 

Schooling  - When  he  was  old  enough  to  go  to  school,  the 
teacher  couldn't  cope  with  him  in  a classroom  situation  with 
25  other  children  although  he  was  very  intelligent.  He  had  a 
short  attention  span  and  couldn't  sit  still.  He  was  tested 
and  placed  very  high  in  some  things  and  very  low  in  others. 

He  was  placed  in  special  school  where  he  has  been  ever  since 
and  seems  very  content  to  be. 
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Vacations  - There  were  so  few  accommodations  for  the 
partially  handicapped  or/and  retarded  for  the  summer  months. 
For  the  first  week  or  so  it  was  fine  but  before  the  summer 
was  over  he  was  bored  stiff.  In  my  opinion,  these  children 
could  benefit  from  a year-round  school  with  lots  of  small 
vacations  in  between.  Then  they  wouldn't  get  tired  of  either. 
There  are  plenty  of  summer  things  for  the  severely  handicapped 
or  retarded  and  plenty  for  normal  children,  but  nothing  for 
the  in-between  child.  My  city  of  Bridgeton,  Missouri  now  has 
a program  and  a good  one  for  these  children. 

Doctors  - I have  been  fortunate  in  the  doctors  I have 
caring  for  Chris.  They  are  the  doctors  at  St.  Louis  Children' 
Hospital-Barnes  Hospital  Group.  They  really  seem  to  care  and 
take  an  interest  in  him  as  a person.  But  once  I took  Chris 
to  another  city  about  300  miles  from  St.  Louis  to  see  a spe- 
cialist and  he  scarcely  examined  him.  It  was  a waste  of  time, 
trip,  and  money. 

Helmets  - Chris  must  wear  a helmet  with  a face  mask  to 
protect  him  as  he  falls  quite  often  and  his  reflexes  aren't 
good  enough  to  catch  him.  I have  looked,  asked,  searched, 
and  implored  people  for  a different  type  of  helmet.  It  is  a 
heavy,  awkward,  tight  fitting  hat  and  he  must  wear  it  14  to 
16  hours  a day.  Surely  there  must  be  something  better  some- 
where. In  the  summertime  it  is  unbearably  hot. 

Medicine  - Right  now  the  main  medicine  Chris  is  on  costs 
$21.00  a hundred  pills.  They  are  100  milligram  Deanol  and 
he  takes  12  a day.  I am  sure  as  time  goes  by  the  medicine 
costs  will  increase.  There  are  other  medical  bills  as  well. 
This  takes  quite  a bite  out  of  our  income  (Social  Security  and 
Widow's  Pension).  Other  families  must  have  similar  problems, 
so  I'm  sure  help  would  be  appreciated  in  this  area. 

Attitudes  - This  is  the  cruelest  of  all.  Other  children 
make  fun  of  him  and  laugh  at  his  hat  and  the  way  he  walks 
and  talks.  If  that's  not  bad  enough,  I've  seen  adults  walk 
into  doors  and  off  curbs  while  staring  at  him.  If  they  do 
have  to  talk  to  him  they  talk  loud  like  he  was  hard  of  hearing 
or  they  discuss  him  like  he  wasn't  there.  Doctors  and  nurses 
do  it  too.  Sometimes  relatives  aren't  any  better.  Then 
again  they  may  treat  him  like  he  was  completely  helpless. 

He  is  a child  with  a neurological  disease  and  should  be 
treated  as  such.  No  more,  no  less. 
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My  Husband  Carl 

Driving  - Getting  his  license  taken  away  when  his  per- 
ception and  reactions  became  too  impaired  for  safety. 

Housekeeper  - When  I faced  leaving  my  family  all  day 
long  so  I could  earn  a living.  I could  find  women  to  take 
care  of  my  children  as  they  were  babies  at  the  time,  but 
none  would  stay  with  my  husband  in  the  house. 

Getting  and  keeping  him  in  the  Veterans  Hospital. 

Money  - Knowing  what  v/as  available  and  how  to  find  the 
right  agency  to  help.  The  paperwork  involved  and  the  papers 
needed  to  apply.  (Birth,  death,  marriage  and  medical^)  Keep- 
ing a certain  amount  deposited  at  the  VA  Hospital  for  my 
husband's  use.  It  wasn't  the  pocket  money  I objected  to, 
it  was  the  amount  required  to  keep  on  hand  that  I found  hard 
to  budget . 

Legal  guardianship  - Something  the  VA  required  of  me 
but  not  of  others  in  the  same  situation.  I can  understand 
the  need  for  it,  but  feel  it  should  be  more  uniformly  applied. 
This  area  should  be  looked  into  very  carefully . 

Conditions  at  the  VA  hospital  - During  the  last  part  of 
my  husband's  illness  I often  found  him  wet  and/or  soiled.  No 
diapers  were  put  on  him.  The  air  conditioner  would  be  on  and 
he  would  be  cold.  If  they  turned  off  the  air  conditioner,  they 
would  close  his  door  and  he  would  be  too  hot  in  the  summer. 

They  said  this  was  a Government  regulation  and  they  couldn't 
change  it  and  didn't  even  when  he  would  be  running  a tempera- 
ture. I have  often  cut  his  hair  at  home  and  even  taken  the 
clippers  to  the  hospital  when  he  was  too  sick  to  come  home. 

The  nurses  even  asked  me  to  cut  some  of  the  other  patient's 
hair  because  there  was  no  barber.  (I  didn't  do  it . ) I asked 
for  dental  work  to  be  done.  The  last  time  I asked  for  dental 
work  for  him  was  about  a week  before  he  died.  His  teeth 
rotted  in  his  head. 

Doctors  were  often  hard  to  reach  and  difficult  to  under- 
stand when  you  did  get  to  talk  to  them.  I was  not  told  when 
Carl  had  tests  or  what  the  results  v/ere . Sometime  the  nurse 
would  tell  me.  Even  though  I visited  him  twice  a week  and 
asked  about  him,  I still  wasn't  told. 
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Brain  - This  has  and  still  is  causing  me  much  grief  and 
anguish.  I find  what  happened  quite  difficult  to  accept. 

I enclose  copies  of  some  of  the  papers  dealing  with  this 
matter.  Even  though  I personally  supervised  the  arrangements 
myself  and  signed  the  required  papers,  my  wishes  were  not 
carried  out  nor  was  I notified  to  that  effect. 
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V.KS.  KAY  BERGER 

HUTCHINSON,  KANSAS  MAY,  1977 


The  Berger  family  has  three  diagnosed  cases  of  Hunting- 
ton's disease  at  the  present  time. 

About  15  years  ago,  while  stationed  with  the  Navy  in 
Italy,  we  heard  that  my  husband's  eldest  brother,  Harold, 
had  something  badly  wrong  with  him.  For  many  years  they  said 
his  condition  was  due  to  a head  injury  suffered  as  a boxer 
some  years  previous.  As  he  continued  to  get  worse,  he  was 
finally  taken  to  Kansas  City  where  he  was  seen  by  a doctor 
who  recognized  what  was  wrong--Huntington ' s disease.  This 
disease  had  also  taken  the  life  of  their  mother  in  the  early 
1950's. 

We  couldn't  get  any  accurate  information  concerning  H.D. 
Some  doctors  said  only  males  got  it,  etc. 

We  began  to  hear  rumors  that  the  second  brother,  Lee, 
had  H.D.,  but  his  Hutchinson  doctor  stated  that  he  did  not. 

(It  was  years  before  an  actual  H.D.  diagnosis  was  made  and 
that  by  a doctor  in  Wichita.) 

Then  the  family's  third  member,  Darlene,  began  to  be  very 
ill  and  was  treated  for  a vitamin  deficiency.  She  had  been 
through  a lot  of  mental  stress  for  years  and  finally  suffered 
a complete  mental  breakdown.  It  was  then  that  she  too  was 
diagnosed  as  having  H.D.  A couple  of  years  later,  she  choked 
to  death  in  the  presence  of  her  three  children. 

Shortly  after  Darlene  was  diagnosed,  my  husband,  Ray, 
the  baby  of  the  family  and  a career  Navy  man,  failed  his  annual 
physical.  After  some  time  of  being  in  and  out  of  military 
hospitals  for  tests  he  was  found  to  have  H.D.  Immediately  the 
Navy  gave  him  a medical  discharge. 

It  has  been  5 years  now  since  our  return  to  civilian  life. 
The  adjustment  to  that  and  the  knowledge  of  all  that  H.D. 
entails  has  been  extremely  difficult. 

One  of  the  hardest  things  has  been  to  watch  a brilliant 
former  air  controllman  and  active  sportsman  change  so 
drastically . 
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Our  income  was  very  uncertain  for  several  months  after 
Ray's  discharge.  But  now  with  his  Nav^^  pension.  Social  Secur- 
ity, and  my  job  (as  a housekeeper)  we  manage  okay.  But  if  Ray 
should  die,  the  family's  financial  situation  would  become 
critical.  Some  of  our  bills  have  death  insurance,  but  there 
is  no  life  insurance  on  Ray.  And  I really  am  not  trained  in 
anything  that  would  pay  well  enough  to  support  a family. 

Ray  keeps  himself  busy  with  his  many  hobbies.  He  is 
still  capable  of  driving,  but  mostly  just  goes  to  the  bowling 
alley  (he  plays  the  pinball  machines)  and  shopping.  He  keeps 
no  set  hours--eats  and  sleeps  as  the  mood  strikes  him. 

Unlike  Ray,  Lee  has  no  hobbies  or  interests  so  has  nothing 
to  do.  He  can  no  longer  drive.  He  lives  in  Haven  where  there 
isn't  too  much  to  do,  but  there  is  a Senior  Citizens  Center 
where  he  could  go  (it  is  within  walking  distance)  but  he  is 
only  about  40  so  they  will  not  allow  him  in.  (Mrs.  Guthrie 
has  someone  looking  into  this  to  see  what  can  be  done.) 

Harold  has  been  in  nursing  homes  for  years.  He  is  mostly 
confined  to  bed  or  a wheelchair.  He  has  no  control  of  body 
functions  and  cannot  feed  himself. 

It  was  with  great  appreciation  that  I met  Mrs.  Guthrie, 
chairwoman  of  CCHD.  (I  had  read  about  her  several  times  and 
her  work  with  H.D.)  This  was  the  first  time  I had  ever  met 
anyone  who  knew  anything  more  about  H.D.  than  we  ourselves. 

She  answered  many  questions  I had  long  wondered  about.  Also 
I found  there  are  other  people  besides  us  in  Hutchinson  with 
H.D. 
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JOE  W.  BERGMAN N 

BELOIT,  KANSAS  M_AY  6,  19  77 


We  feel  that  more  assistance  should  be  given  to  the 
prograim  for  research  on  H.D. 

This  disease  is  not  so  prevalent  as  some  of  the  other 
diseases  of  this  day,  but  those  that  do  have  it  suffer  many 
more  years,  plus  the  hardship  it  creates  for  the  famdlies 
of  the  ones  that  do  have  it. 

Would  sure  appreciate  your  consideration  in  this  miatte 
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RITA  BERGMANN 

BELOIT,  KANSAS  MAY,  1977 


My  sister's  daughter  married  a young  man  whose  father 
had  H.D. 

They  were  very  much  in  love  and  though  her  parents 
knew  there  may  be  a chance  of  the  young  man  having  H.D. 
you  think  it  just  won't  happen  to  your  daughter's  husband-- 
but  it  did I 

It  has  been  hell  many  times  for  all  of  them — husband, 
wife,  six  children — and  unless  they  have  help  from  the  out- 
side, where  will  it  all  end? 

Hope  is  the  only  straw  in  the  water  to  hold  on  to.  Hope 
others  will  help. 

Please  give  these  people  some  financial  aid  and  health 

care . 


Thank  you. 
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NAOMI  BERGGMAN 

WICHITA,  KANSAS  MAY,  1977 


In  our  EMT  class,  a nurse  talked  about  involvement  in 
Huntington's  disease.  It  sounds  like  something  that  needs 
research  in  order  to  help  people  with  the  disease  and  with 
the  possibility  of  getting  the  disease.  More  education  is 
needed  too,  to  the  general  public,  and  to  those  involved. 

Thank  you. 
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L.  W.  BERRY 

ST.  LOUIS,  MISSOURI  MARCH  22,  1977 


RESPONSE  TO  REQUEST  FOR  INFORMATION 


What  are  the  special  problems  and  recommendations 
associated  with  being  "at  risk"  for  H.D.?  Hereditary  for 
his  children. 

What  are  the  problems  and  needs  associated  with  the 
period  after  onset  of  symptoms  prior  to  diagnosis?  Mean 
temper. 

What  are  the  problems  and  needs  associated  with  the 
period  during  and  after  diagnosis?  Emotional. 

What  are  the  problems  and  needs  associated  with  the 
period  during  which  the  patient  can  remain  at  home  but  needs 
increasing  support?  Son  had  to  take  care  of  him. 

What  are  the  problems  and  needs  associated  with  the 
time  when  residential  care  becomes  necessary?  He  is  in 
Veterans  Hospital. 

Did  you  encounter  problems  in  obtaining  referral  to  a 
specialist  or  medical  center?  Through  a social  worker. 

Did  you  experience  difficulties  in  obtaining  a correct 
diagnosis  promptly?  Yes. 

Was  the  disease  misdiagnosed?  We  aren't  sure. 

Did  you  receive  accurate  information  about  the  disease, 
the  prognosis,  treatment,  inheritance  pattern?  His  mother 
had  H.D.,  but  he  was  not  told  until  after  her  death  about 
1958.  After  that  he  was  a different  man,  as  could  be  expected. 
He  was  50  years  old  January  16,  1977.  My  daughter  had  to 
divorce  him  because  of  his  brutality  to  her  and  mostly  his 
daughter.  I see  him  as  often  as  possible  at  J.B.  Hospital. 

Did  you  receive  continuing  care  under  general  medical 
supervision?  Did  either  your  neurologist  or  family  physician 
plan  and  arrange  for  appropriate  care  and  services?  Did  either 
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try  to  explain  the  special  problems  and  needs  of  Huntington's 
patient  to  nurses  and  other  health  professionals?  Did 
any  .single  agency  or  person  (e.g.,  medical  social  worker,  nurse, 
family  physician)  take  responsibility  for  arranging  for  you 
to  get  the  necessary  care  and  services?  Through  social  worker. 

Have  you  been  able  to  qualify  for  disability  insurance 
under  the  Social  Security  Act?  He  has  been  able  to. 

What  about  Supplemental  Security  Income  (SSI)?  Nothing. 

What  about  Medicare  benefits  available  to  disabled  per- 
sons? Veterans  Hospital  at  Jefferson  Barracks,  Missouri. 

Does  your  private  or  group  health  insurance  plan  pay 
any  of  the  costs?  He  doesn't  have  any  that  I knov?  of. 

Have  you  experienced  problems  in  regard  to  obtaining  or 
continuing  health  or  life  insurance  coverage?  He  has  a govern- 
ment policy  as  he  was  in  World  War  II  in  the  Air  Force. 

What  other  financial  problems  have  you  encountered,  such 
as  a spouse  or  unaffected  parent  having  to  support  a family? 

They  are  divorced  but  have  three  children:  Son,  26  years; 

Daughter,  25;  Son,  17  in  July. 

What  genetic  counseling  services  have  been  available? 

How  frequently  have  they  been  utilized?  Who  provided  it? 

Veterans  Hospital. 

Have  you  been  offered  vocational  rehabilitation,  physical 
rehabilitation  or  occupational  therapy  services?  Were  you  able 
to  use  these  services?  How  were  they  financed?  Veterans 
Hospital . 

What  has  been  the  impact  of  H.D.  on  emotional  vrell  being? 
For  example,  has  the  disease  resulted  in  family  breakdown  through 
separation,  divorce  or  abandonment?  Has  it  created  problems  of 
emotional  disturbance,  alcoholism,  suicide,  crime  or  delinquency, 
social  ostracism?  Divorce. 

List  any  other  problems  you  have  experienced  as  a result 
of  H.D.  Hard  to  get  along  with  his  wife  and  children.  He 
taught  at  Brown  University,  NYU,  Princeton  U. , U.  of  Pennsylvan- 
ia; Lafayette  College,  Pennsylvania;  Vermont  U.,  Catholic  U. 
in  Springfield,  Illinois.  He  was  first  Fullbright  student 
to  be  sent  to  France  in  September,  1950. 


6—439 


Wichita,  Kansas 


May  10,  1977 


JO  BIGGERS 

TIPTON,  KANSAS  APRIL  14,  1977 


I have  lived  next  door  to  the  Schabers  for  2 years. 

I have  seen  the  terrible  effects  this  disease  has  had  on 
Bob's  mind  and  body.  I have  seen  how  it  has  affected  the 
whole  family  emotionally.  The  girls  have  had  to  look  after 
Bob  during  this  past  year,  rather  than  him  looking  after  them. 

I feel  that  it  is  a shame  that  we  have  had  plenty  of 
money  to  put  man  on  the  moon  yet  we  cannot  get  enough  for 
research  on  this  terrible  disease  and  many  others  right  here 
on  our  back  door. 
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JANKT  BIRKLEY 

WESTFIELD,  IOWA  NOVEMBER  23,  1976 


My  family  has  Huntington's  disease.  My  great-grandmother 
was  spoonfed  in  her  bedroom;  she  had  it.  Her  sister  killed 
herself  at  the  age  of  24.  My  grandmother  killed  herself  at 
56.  We  assume  she  had  it.  Her  brother  "died"  at  34  and  another 
was  bedridden  for  15  years.  My  mother  was  severely  mentally 
ill  for  many  years;  was  in  the  State  Hospital  for  seven  years; 
attempted  suicide;  had  shock  treatments;  was  given  the  "air  test" 
and  diagnosed  with  H.D.;  was  in  nursing  homes  three  years;  was 
cared  for  by  me  as  a bed  patient  for  three  years;  lost  her 
husband;  and  went  back  to  the  nursing  home  two  years  ago.  A 
burden  to  her  husband  and  family  for  25  years. 

Her  brother,  Ernest,  was  mentally  ill  for  25  years  and 
abandoned  by  his  family  of  six.  He  is  presently  in  a VA  hos- 
pital. Her  brother,  William,  had  H.D.  movements  for  35  years 
and  died  in  a VA  hospital.  Her  brother,  Harry,  in  ill  health 
all  his  life,  has  been  confined  to  a trailer  home  for  five  years 
(here  on  my  farm).  Her  brother,  Jeff,  has  lost  a 24-year-old 
son  with  suicide  and  a 13-year-old  girl  died  on  the  operating 
table,  and  one  son  is  spastic  and  a state  ward.  My  brother 
"died"  at  age  24  and  two  sisters  have  been  in  the  State  Hospital 
for  awhile. 

Including  my  brothers  and  sisters  and  all  our  children,  we 
are  presently  26  "at  risk."  If  it  averages  50%,  as  it  has  in 

the  last  three  generations,  that  will  be  13  more  to  suffer. 

If  you've  heard  Marjorie  Guthrie's  personal  testimony, 
then  you've  heard  mine.  It  meant  so  much  to  me  to  hear  it 
and  know  that  our  family  is  not  "alone."  Thanks  to  her,  I now 

have  information  to  help  me  "live."  Information  for  offer  to 

other  H.D.  people  who  are  numerous  in  this  area.  Information 
to  give  to  my  doctors  and  our  ministers. 

We  hope  someday  to  have  a neurological  clinic  in  this  area. 
Dr.  Eckman  in  Sioux  City  is  interested.  Now  that  there  is  hope, 
encouragement,  and  education  for  the  victims,  I pray  it  is  not 
withheld  in  any  way.  I needed  help  when  I was  ten  years  old 
and  had  to  start  keeping  house  and  cooking  and  making  the  gar- 
den for  my  six  brothers  and  sisters  because  Mom  was  always  "sick." 
It  seems  to  me  my  folk's  life  was  entirely  wasted  through  mis- 
information and  no  one  to  turn  to.  We  are  the  first  generation 
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to  know  what's  happening  and  be  prepared  for  it.  Our  greatest 
hope  is  in  research.  We  have  donated  brain  tissue  from  Mom's 
two  brothers.  Our  second  greatest  need  is  more  localized 
medical  assistance.  Medical  bills  on  all  of  this  long-term 
care  is  astounding.  I prefer  the  patient  being  kept  home  with 
assistance.  The  patients  are  aware  of  everything — remember, 
everything — and  love  their  families,  but  lack  judgment. 

Thank  you. 


6—442 


W ; ch  1 t .i , Kansas 


May  10,  1977 


HITA  K.  DISH 

nr:s  MOINES,  IOWA  APRIL  22  , 1977 


I'm  writing  this  letter  concerning  Huntington's  disease. 

My  grandmother  died  with  this  disease;  out  of  her  eleven 
brothers  and  sisters,  seven  of  them  also  had  H.D.  My  father 
and  uncle  have  H.D.  I also  have  an  aunt  and  uncle  that  are 
still  too  young  to  know  if  they  have  H.D.  If  they  do  this 
means  that  over  33  persons  have  a 50-50  chance  of  getting 
H.D.  in  our  immediate  family. 

We  need  your  help  in  supporting  the  thousands  of  people 
who  are  affected  by  this  disease,  or  will  be. 

One  of  the  most  important  things  that  we  need  is  some 
kind  of  a day  care  center  where  victims  with  H.D.  could  go 
during  the  day,  with  crafts  and  other  activities  and  therapy. 

Some  of  the  other  things  are  a cause,  money  for  research, 
family  counseling,  treatment,  and  most  of  all,  a cure. 

Please  help  us  fight. 
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MRS.  A.  J.  BOBERG 

TIPTON,  KANSAS  MAY  4,  1977 


While  I don't  have  the  disease  myself,  I do  have  a dear 
friend  who  lost  her  husband  and  some  children  with  this  dreaded 
disease.  I feel  there  should  be  a procraiti.  Federal  funds  or 
some  kind  of  financial  help  for  the  families  of  the  afflicted 
ones.  Also  a grant  which  would  help  in  the  research  which  may 
help  future  generations. 
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MRS.  FRANK  J.  BODEN 

TIPTON,  KANSAS  MAY,  1977 


I think  Huntington's  disease  is  a very  bad  disease.  Words 
cannot  describe  what  it  can  do  to  a family.  There  are  11  des- 
cendants of  one  mother  and  father  (children  and  grandchildren). 
Words  cannot  describe  what  these  families  go  through.  They 
become  unemployed  and  are  sick.  Very  sick.  They  must  have 
help.  Pleasel 
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FRANK  J.  BODEN 

TIPTON,  KANSAS  MAY,  1977 


How  well  I know  about  Huntington's  disease.  I had 
two  sisters-in-law  and  two  brothers-in-law.  The  care  and 
suffering  are  endless.  Must  see  it  to  believe  it. 

Do  help  them. 
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TWYLA  BONINE 

IOWA  APRIL  22  , 1977 


Much  has  been  done  for  patients  with  Huntington's  dis- 
e.i3C,  but  there  is  a need  for  much  more. 

As  an  "at-risk"  person,  I would  like  to  see  more  research 
done  for  cin  early  diagnosis  of  this  disease.  Had  I been 
aware  of  my  potential  danger,  I might  have  limited  my  family 
or  perhaps  adopted  children.  However,  by  the  time  my  father 
was  diagnosed,  I already  had  my  own  family  and  it  was  too 
late  to  change  the  situation. 

My  father  spent  seven  years  of  his  life  in  an  institution 
for  mental  patients.  Had  more  been  known  about  the  nature 
of  the  disease  at  that  time,  he  could  have  been  cared  for  in 
a nursing  home,  or  a situation  where  he  could  have  enjoyed 
the  company  of  his  family,  and  vice  versa. 

At  the  present  time,  I have  two  sisters  who  have  been 
diagnosed  and  are  currently  on  medication,  able  to  live  a 
reasonable  life.  They  both  require  extra  help  in  their 
homes,  which  designates  yet  another  need  for  the  Huntington's 
patient . 

The  effects  of  this  disease  on  the  family  are  so  wide- 
spread, it  is  difficult  to  say  what  area  needs  more  attention. 
Education  of  the  general  public  as  well  as  potential  victims 
is  very  important  also. 

As  a registered  nurse,  the  mother  of  four  children,  and 
a concerned  person,  I can  only  hope  for  continued  help  and 
research  to  help  control  or  eliminate  Huntington's  disease. 
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G BRADY 

RKvvOCD,  MISSOURI  JUDJE , 1977 


I an  writing  to  you  in  regard  to  Huntington's  disease 
d urge  you  to  do  eveirs'thing  possible  to  fund  either  directly 
indirectly  research  in  this  area.  So  little  substantial 
owledge  seens  to  be  available  to  help  us  or  give  guidance 
treatment  and  planning. 


The  need  is  so  great  for  any  advance  in  the  cure  of 
ntington's  or  in  control  of  the  symptoms,  that  I am  sure 
u are  conscious  of  the  problem  we  have  now  and  many  others 
11  face. 


Thank 
disease  in 


you  for  your  concern  and  consideration  of 
your  discussions  on  this. 


this 
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GERTRUDE  BP-AUN 

ST.  LOUIS,  MISSOURI  yjLRCH  8,  19  77 


I nave  been  an  active  r.e-ber  of  the  ^.astern  Missouri  Chapter 
of  CCHD  since  it  was  orcranized  in  St.  Louis  in  1972  when  Mrs 


Guthrie  m.et 

with  a group 

of  HD  famnly  m.em 

her  s . 

My  husband, 

Robert  Braun, 

, died  six  years 

ago  of  HD  at  the  age 

c f 5 3.  His 

brother  died 

two  years  later. 

Both  brothers  were 

oatients  i.n 

the  Vetera.ns 

Hosoital  in  St. 

Louis  at  tne  same  time 

Their  you.ngest  sister  is  now  50  and  in  the  advanced  stages  whsr^ 
It  IS  very  difficult  for  her  to  walk,  talk  and  swallow.  Her 
husband  died  of  ca.ncer  last  vear  and  since  then  she  has  been 


acec 


nursinc  .none. 


.Another  brother  and  sister  seem  to 


have  escaoed  the  ill.ness.  To  our  knowledge  we  find  no  trace  of 
HD  in  t.ne  family,  so  we  were  totally  unprepared  "when  v^e  learned 
cf  the  existence  of  this  illness. 


I have  three  children  between  the  ages  cf  25  and  30,  and  they  are 
quite  concer.ned  about  the  fact  that  they  are  at  risk.  My  oldest 
daughter  is  m.arried  and  has  adopted  two  children  sc  she  vrould  not 
pass  along  the  genes. 


.My  son  is  a very  restless  person,  in  great  part  due  to  the  kno'wledge 
that  he  is  at  risk.  Several  years  ago  he  came  back  home  after  being 
away  for  several  years,  and  was  very  depressed  because  he  was 
convinced  he  was  comiing  down  with  HD.  I feared  for  his  life  and 
contacted  the  social  worker  of  our  Chapter,  and  she  and  the  doctor 
were  able  to  put  him  in  the  Veterans  Hospital  for  extensive  tests 
and  cou.nselling . They  told  him  there  was  no  indication  of  it  and 
advised  him  to  lead  a normal  life.  He  was  m.arried  but  has  come  back 
home  after  2 years  vrith  more  or  less  the  sam.e  fear.  He  is  now  leaving 
to  wander  around  the  country. 

.My  youngest  daughter  put  herself  through  college  and  is  working  as 
an  inhalation  therapist.  Although  she  seems  to  be  on  top  of  the 
situation,  she  is  seeking  counsel  through  a psychologist , as  her 
brother  has  done. 


.As  a carent  of 


■isk"  children,  _ see  the  effect  this  kncwledge 


has  made  on  their  lives.  They  were  raised  by  one  parent  and 
remem.ber  their  father  only  as  an  invalid.  They  are  constantly 


aware 
m.e  to 


:e  tneir  rate. 


-t  'was  necessarv  for 


su: 


>or 


ramhly  when  my  husband  could  no  longer  do  so. 
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Looking  back  over  the  many  problems  which  we  encountered,  I 
can  remember  the  following  areas  which  were  most  important  at 
different  stages  of  the  illness. 

1.  Patient  resources  to  assist  the  family;  the  spouse  who 
becomes  sole  head  of  the  household  when  HD  patient's 
earning  abilities  disappear.  The  matters  of  insurance, 
social  security  disability,  etc. 

2.  Counselling  the  family  on  ways  to  handle  the  patient, 
counselling  those  at  risk  in  making  the  adjustment  and 
facing  the  fears  realistically. 

3.  Facilities  for  the  HD  patient  who  reaches  the  point  of 
total  care  beyond  the  ability  of  the  family. 

4.  Need  to  find  other  HD  families  and  patients  so  they  can 
work  together  and  help  each  other. 

5.  Need  to  educate  the  public  and  make  them  aware  of  HD  and 
its  problems. 

6.  Need  to  educate  the  doctors  and  nurses  so  they  can  recognize 
an  HD  patient.  We  in  St.  Louis  are  fortunate  in  that  we  have 
St.  Louis  University  and  Washington  University  who  know  of  HD 
and  keep  us  informed  of  the  research  and  treatment  available 
to  HD  patients.  However,  people  living  outside  of  a community 
such  as  ours  have  little  or  no  access  to  this  information,  in 
fact  many  doctors  are  unfamiliar  with  the  illness  and  cannot 
diagnose  it  or  treat  the  family. 

7.  Need  for  continued  research  for  help  and  a cure. 

These  problems  are  not  unique.  They  happen  with  all  disabling 
illnesses.  By  working  on  all  similar  illnesses  we  hope  to  eventually 
find  the  answer. 
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(^KRTRUDE  M.  BRAUN 

ST.  LOUIS,  MISSOURI  APRIL  21,  1977 


Huntington's  disease  has  been  a household  word  in  my 
family  for  the  last  15  years.  My  husband  and  his  brother 
have  both  died  as  a result  of  it,  and  their  younger  sister 
is  a patient  in  a nursing  home  because  of  it.  I have  three 
children,  and  hope  and  pray  with  all  my  heart  that  that  is 
the  extent  of  it.  But,  luckily,  the  future  is  unknown.  May 
I give  you  a brief  summary  of  our  married  life. 

1946  - Bob  Braun  and  I were  married. 

1947  - Our  first  daughter,  Jean,  was  born. 

1948  - Our  son  James  was  born. 

1951  - Our  youngest  daughter,  Patricia,  was  born. 

1951  - Bob  went  to  our  family  doctor  because  of  stomach 

ailments.  The  doctor  referred  him  to  a psychia- 
trist for  monthly  visits. 

1952  - Psychiatrist  treated  Bob  with  shock  treatments 

for  1 year  as  an  outpatient.  Bob  continued  with 
his  work  as  sheet  metal  worker,  making  pipes  for 
Kilgen  Pipe  Organ  Company.  Bob  was  a skilled 
worker . 

1956  - Kilgen  Organ  Company  went  out  of  business,  and 

Bob  had  difficulty  securing  another  job.  Had 
several  but  could  not  keep  them. 

1957  - Because  of  inability  to  secure  work,  he  became 

depressed  and  could  not  speak.  I took  him  to 
County  Hospital,  where  they  immediately  entered 
him  in  a home  for  mentally  ill.  After  3 months 
they  transferred  him  to  St.  Louis  State  Hospital. 

It  became  necessary  for  me  to  become  breadwinner, 
so  I found  work  as  a secretary. 

1958  - Bob  was  discharged  from  St.  Louis  State  but  had 

difficulty  getting  work.  Found  small  menial  tasks 
which  he  worked  at  for  short  periods  of  time. 
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1959  - Noticed  beginning  of  abnormal  movements,  car  jerked 
constantly,  seemed  very  nervous.  Noticed  beginning 
of  lack  of  coordination. 

1961  - His  older  brother,  Fred  Braun,  was  diagnosed  as 

an  H.D.  patient.  We  learned  of  H.D.  and  its 
ramifications.  No  previous  history  in  family. 

1962  - Bob  was  diagnosed  as  an  H.D.  patient. 

1963  - Could  not  let  him  stay  home  alone  because  he  was 

beginning  to  fall  off  ladders,  and  I could  not 
keep  watching  that  he  did  not  harm  himself.  Took 
him  back  to  St.  Louis  State  Hospital.  Brought 
him  home  each  Friday  night  and  back  to  his  new 
"home"  each  Sunday  night. 

1968  - His  condition  deteriorated.  The  State  Hospital 
transferred  him  to  a nursing  home,  because  of 
change  in  their  policy.  A few  months  later  he 
was  standing  in  the  hall,  fell  backward  and  split 
the  back  of  his  head  open.  After  sutures,  he  was 
returned  to  nursing  home  where  they  restrained  him. 
I transferred  him  to  Veterans  Hospital,  Jefferson 
Barracks . 

1967  - His  brother  Fred  was  transferred  from  Pennsylvania 
to  the  Veterans  Hospital,  Jefferson  Barracks,  by 
his  mother. 

Condition  of  both  brothers  deteriorated.  Both 
of  them  at  different  times  fell  out  of  bed  and 
broke  their  hips.  Both  had  pneumonia  numerous 
times . 

1970  - November,  Bob  had  pneumonia. 

1971  - January  7 he  died  of  pneumonia  caused  by  H.D. 

at  age  50. 

1973  - September  - Fred  died  of  pneumonia  caused  by 

H.D.  at  age  55. 

1974  - Their  younger  sister  was  diagnosed  as  H.D. 

patient.  Another  sister  and  brother  have 
escaped. 
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1975  - Verna's  husband  died  of  cancer,  and  Verna 
was  placed  in  nursing  home  at  age  49. 

As  far  as  our  children  are  concerned: 

Our  oldest  daughter,  Jean,  is  married  and  has  adopted 
two  children. 

Our  youngest  daughter,  Pat,  went  through  college  and  is 
an  inhalation  therapist. 

Our  son  Jim  has  been  most  noticeably  affected.  He  was 
a Marine  and  served  at  Okinawa  and  Vietnam.  (He  has  since 
told  me  he  signed  up  for  the  benefits  he  would  receive  as  a 
serviceman.)  He  has  not  been  able  to  settle  down  and  wo'*'  . 
at  a job  longer  than  a few  months.  He  came  home  in  1974  and 
was  very  deeply  depressed.  I contacted  the  social  worker  of 
the  Eastern  Missouri  Chapter,  CCHD,  and  she  placed  him  in  the 
Veterans  Hospital,  Jefferson  Barracks,  for  2 weeks  of  obser- 
vation. They  found  no  evidence  of  H.D.  He  married,  separated 
after  l^s  years.  Last  fall  he  came  back  home  and  is  now 
travelling  around  the  country  with  no  job  in  sight  or  mind 
and  the  intention  of  seeing  what  he  can  while  he  can. 

Both  Jim  and  Pat  have  seen  psychologists. 

Marjorie  Guthrie  visited  St.  Louis  in  1972  and  I was  in 
the  original  group  who  formed  the  Eastern  Missouri  Chapter. 
Before  I went,  I checked  with  my  children  and  they  urged  me 
to  attend.  Have  been  active  in  the  Chapter,  having  served  as 
Recording  and  Corresponding  Secretary.  The  Chapter  Board 
meetings  are  held  in  my  home. 

Many  changes  have  been  made  since  it  was  necessary  to 
care  for  my  husband  as  an  H.D.  patient.  We  were  able  to  get 
the  waiver  of  premium  on  his  life  insurance  policy.  We 
secured  checks  from  Social  Security  and  the  Veterans'  Admini- 
stration. This  would  not  have  been  enough  to  support  the 
family  so  I went  to  work  to  supplement  the  income.  It  would 
not  be  enough  at  this  time.  There  was  no  one  person  or 
agency  who  could  help  me,  and  I believe  this  is  one  of  the 
greatest  needs.  The  spouse  of  the  patient  has  no  idea  where 
to  turn  when  the  sky  is  falling  in.  I don't  know  what  I would 
have  done  for  my  son  if  there  had  been  no  social  worker  to  turn 
to.  I hope  that  if  any  of  my  children  need  help  for  these 
problems  there  will  be  someone  to  help. 
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When  my  sister-in-law  had  to  sell  her  home,  we  contacted 
the  Lutheran  Family  Service,  and  they  placed  her  in  a nursing 
home . 


One  of  the  strange  things  is  that  we  can  find  no  previous 
history  of  H.D.  in  the  family.  We  have  contacted  the  relatives 
on  my  husband's  maternal  and  paternal  sides  of  the  family  and 
could  not  find  past  history,  probably  because  if  there  had 
been  H.D.  patients  they  were  not  recognized  as  such. 

I will  continue  to  support  the  work  of  the  Committee  to 
Combat  Huntington's  Disease  as  long  as  is  possible.  I see 
progress  in  the  5 years  I have  been  associated  with  it,  and 
know  that  it  will  continue. 

We  need  research  for  future  generations  and  we  need  help 
for  the  present  patients  and  families.  One  of  the  doctors 
who  was  familiar  with  the  illness  called  it  the  "most  tragic" 
because  of  the  trauma  incurred  to  the  "at  risk." 
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MARY  BRETH 

VALLEY  CENTER,  KANSAS  MAY,  1977 


I've  known  Ronda  Schaber  for  a long  time  and  she's 
told  me  a lot  of  her  problems.  I've  seen  her  dad  and  he 
doesn't  look  well.  Ronda  feels  terrible  when  she  thinks 
that  maybe  someday  she  might  have  that  disease. 

I hope  that  you  will  give  the  scientists  money  for  this 
needy  cause.  I do  hope  the  scientists  can  find  a cure  for 
Huntington's  disease. 
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ROLINDA  BRUMMER 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  to  you  about  the  research  on  the  Hunting- 
ton's disease.  I think  that  should  receive  money  to  do 
research  on  it. 

I have  a friend  whose  father  has  it  and  I know  that  it's 
been  very  hard  on  their  family.  Not  only  knowing  that  their 
father  has,  but  that  they  have  a 50  percent  chance  of  having 
it  when  they  grow  up.  They've  accepted  this,  but  know  if 
they  should  get  married  and  have  children,  they  have  a sad 
feeling  of  knowing  their  children  may  get  it,  too. 

His  father  has  been  in  the  hospital  for  over  a year, 
and  his  wife  must  work  to  afford  the  high  cost  of  living. 

She  now  does  not  have  as  much  time  with  her  children. 

Age : 1 4 

Occupation:  Student 
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STACIE  DRUMMER 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  to  you  because  of  a disease  that  I think 
sh('>uld  be  helped.  I know  of  a family  that  has  this  disease. 
They  have  gone  through  many  hardships  and  are  still  going 
through  them,  I think  we  should  help  out  with  this  disease, 
because  you  never  know  when  it  may  hit  you  or  your  family. 

And  I'm  sure  many  people  agree  that  there  should  be  something 
done.  So,  please  help. 

Age:  15 

Sex : Female 

Occupation:  Student 
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MIKE  BUDKE 

TIPTON,  KANSAS  MAY,  1977 


I would  like  to  see  some  attention  given  to  the  control 
of  Huntington's  disease.  Please  help  this  worthwhile  cause 
by  appropriating  some  funds  to  the  Commission  to  Combat 
Huntington's  Disease. 
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MRS.  MIKE  BUDKE 

TIPTON,  KANSAS  MAY,  1977 


We  are  very  concerned  about  Huntington's  disease.  Our 
family  is  fortunate  not  to  be  tragically  involved  as  its 
victim,  but  one  of  our  best  loved  neighbors  and  friend,  Mrs. 
Anna  Moritz,  has  lost  three  children  and  her  husband  to  the 
dreaded  disease,  and  has  two  sons  now  afflicted  with  the  ill- 
ness. We  know  the  family  of  one  of  the  sons  afflicted,  Louis 
Moritz,  and  it  is  sad  to  think  of  his  children  maybe  being 
afflicted  or  the  children  of  any  of  the  family  or  any  other 
families.  Putting  myself  in  the  place  of  these  people,  I 
wonder  if  I would  be  brave  enough  to  go  on  as  they  do. 

We  hope  that  whatever  steps  need  to  be  taken  are  taken 
that  some  day  this  will  be  under  control. 
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SARAH  J.  BURNS 

TIPTON,  KANSAS  MAY,  1977 


I'm  interested  in  finding  a cure  for  this  dreaded 
disease.  My  son-in-law  has  Huntington's  disease  and  I see 
the  affect  it  had  on  my  daughter  and  granddaughter.  In  the 
8 years  that  Bob  was  at  home  I helped  to  take  care  of  the 
family  while  his  wife,  which  is  my  daughter,  Dorothy... 

The  Government  can  do  it ; they  can  put  man  on  the  moon , 
but  can't  find  a cure  for  this  dreaded  disease. 
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In  answer  to  your  request  for  testimony  from  families 
with  Huntington's  disease,  you  have  mine  and  my  wholehearted 
cooperation  and  support.  I hope  it  accomplishes  the  goal. 

First  a family  history.  My  name  is  Marion  Niehaus 
Carlisle,  born  May  30,  1932 — age  now  44.  Sex:  female  Cau- 
casian. Marital  status:  widov/ed  at  2 4--with  four  children-- 

second  marriage  ended  in  divorce  in  1971  after  11  vears. 
Occupation:  full-time  credit  and  collection  clerk  and 

part-time  real  estate  salesperson.  I'm  the  oldest  of  four 
children  born  to  Mrs.  Ernest  (Fern  Turner)  Niehaus,  who  died 
of  Huntington's  chorea  in  January  1969  at  the  age  of  58. 

She  was  the  only  daughter  of  a family  of  five  born  to  Nev 
and  Anna  Turner.  Out  of  the  family  of  four  boys  and  one  girl, 
two  died  of  H.D.,  inherited  from  their  father.  My  mother's 
youngest  brother,  Mark  Turner,  living  in  Nebraska,  died  of 
H.D.  about  2 years  after  my  mother.  Two  other  brothers 
died  of  cancer,  and  the  only  one  still  living  is  Kanie  Turner 
of  Lenora,  Kansas.  He  does  not  have  H.D.  The  Turner  family 
was  reared  in  northwest  Kansas  and  so  were  we.  Graham  County 
and  Norton  County. 

Huntington's  disease  has  been  inherited  by  my  brother, 
Ormand  (Bud)  Niehaus,  born  November  5,  1936,  and  now  living 
in  Topeka,  Kansas.  My  sister,  Mrs.  Wayne  (Shirley  Niehaus) 
Owen,  born  July  31,  1935,  and  living  in  Hill  City,  Kansas, 
shows  symptoms  but  has  not  officially  been  diagnosed  or  tested 
by  a clinic.  She  has  been  in  the  Graham  County  Hospital,  and 
Dr.  Carl  Kobler  was  her  attending  physician.  He  was  also  my 
mother's  at  the  time  of  her  death.  Dr.  Kobler  has  cooperated 
with  Dr.  Schimke  at  the  K.U.  Medical  School  in  sending  infor- 
mation and  test  results.  My  youngest  brother.  Merlin  Niehaus, 
born  April  20,  1940,  lives  in  Kileen,  Texas,  has  shown  no 
symptoms  to  date,  and  neither  have  I.  I have  been  tested  at 
Halstead . 

Proper  diagnosis  was  a major  problem  for  my  mother.  Diag- 
nosis for  my  brother  was  easier  because  of  the  history,  but 
for  Mother  it  took  11  years  before  proper  diagnosis  was  made. 
From  1944  to  1955  a succession  of  doctors  and  several  clinics 
tested  and  treated  my  mother  for  female  problems  to  tumors 
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before  being  sent  to  the  Mayo  Clinic  for  the  correct  diagnosis. 
Our  folks  did  not  tell  us  the  hereditary  traits  of  the  dis- 
ease. It  wasn't  until  quite  a few  years  later,  about  1961, 
that  my  brother,  in  gathering  information  for  a college  term 
paper  on  my  mother's  illness,  that  we  realized  the  full  impact 
of  my  mother's  disease  and  the  effect  it  had  on  us  and  our 
children.  We  angrily  confronted  our  parents.  They  thought 
it  was  better  we  didn't  know.  Believe  me,  in  the  case  of 
H.D.,  ignorance  is  not  bliss. 

H.D.  is  not  something  that  should  be  kept  hidden.  The 
emotional  turmoil  that  we  went  through  and  are  still  experi- 
encing is  not  easily  described.  Anger,  fear,  and  the  futility 
of  H.D.  are  just  a few  of  the  words.  Public  knowledge  and 
education  help,  but  research  for  cures  and  financial  help  are 
the  immediate  needs. 

Counseling  has  been  offered  to  my  brother  in  Topeka  on 
an  outpatient  basis  by  the  Topeka  State  Hospital,  but  he  does  not 
utilize  it.  He  and  I are  both  divorced,  and  he  doesn't  go 
because  he  is  alone,  and  according  to  him  he  has  a long  way 
before  he  is  totally  disabled.  The  story  of  H.D.,  isn't  it? 
Irrational  behavior  and  temper  tantrums.  I believe  if  he  had 
someone  to  back  him  he  may  take  advantage  of  counseling  if 
pushed  and  transported.  Plans  in  the  future  are  for  Bud  to 
move  to  Wichita,  where  they  have  an  active  CCHD  group.  If  a 
center  is  built,  we  would  definitely  be  interested  in  support- 
ing it  and  utilizing  whatever  services  it  offers. 

Divorce  and  financial  difficulties  have  been  a problem 
in  our  family.  Bud  is  on  Social  Security  Disability  and  is 
not  eligible  for  SSI.  I have  trouble  just  supporting  myself 
and  my  children.  However,  they  are  about  grown  and  out  of 
school  and  my  daughter  graduates  next  year  from  college,  so 
I should  be  able  to  help  my  brother  more.  My  sister  could 
use  counseling  and  so  could  her  husband  and  children.  How 
do  you  get  it  to  the  people  who  live  in  the  rural  areas? 

An  insurance  rider  provided  through  our  company  group  plan 
was  offered  to  me  but  when  H.D.  was  discovered  to  be  in  our 
family  the  monthly  payment  was  tripled.  Needless  to  say,  I 
do  not  have  supplementary  disability  due  to  the  increased 
cost . 


H.D.  centers  could  also  help  provide  research  with  tape 
recordings  of  actual  victims  recording  their  feelings  and 
physical  deterioration.  Perhaps  the  victims  not  in  their 
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last  stages  could  be  made  to  feel  a useful  member  of  society 
if  they  could  work  or  contribute  their  knowledge  and  talent 
until  no  longer  able  to.  If  they  could  provide  a sort  of 
babysitting  service  for  the  families  with  the  full  burden  of 
care  for  H.D.  victims,  it  could  help  the  emotional  health 
and  keep  the  family  together.  Being  confronted  constantly 
as  an  offspring  of  an  H.D.  victim  is  a continuing  reminder 
that  someday  that  could  be  you  sitting  there  and  perhaps 
your  own  offspring  could  be  having  the  same  feelings  you  are 
experiencing.  As  much  as  you  love  them,  you  do  get  feelings 
of  wanting  to  escape  from  the  drooling,  jerking,  and  choking. 
I have  less  guilt  feelings  now  about  my  feelings  of  revulsion 
concerning  H.D.  Our  biggest  problem  was  that  we  were  just 
hit  with  it  and  were  not  prepared  or  educated  on  H.D.  The 
feelings  of  anger  at  my  mother  for  passing  the  disease  has 
passed  because  I know  she  probably  had  the  same  feelings  of 
despair  against  her  family.  Perhaps  H.D.  has  bypassed  me, 
but  people  near  and  dear  to  me  have  been  and  are  victims; 
continued  education,  research  and  an  informed  public  will  be 
the  key  to  finding  a cure  for  H.D.  and  other  inherited  and 
related  diseases. 

Let's  pray  Congress  considers  our  pleas  for  help.  We 
need  it. 
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JEANINE  J.  CARSON 

WICHITA,  KANSAS  APRIL  23,  1977 


I wish  to  express  my  concern  for  those  individuals  and 
families  affected  by  Huntington's  disease.  I have  received 
a B.A.  in  social  work  and  plan  to  do  volunteer  work  for  the 
local  CCHD  Chapter  until  I obtain  a social  work  position. 

Although  I have  not  had  any  previous  contact  with  H.D., 

I am  quickly  becoming  aware  of  the  many  problems  and  needs 
of  those  affected  by  H.D.  I feel  that  the  priorities  that 
we  act  upon,  as  individuals  and  as  a nation,  indicate  our 
moral  and  ethical  condition,  also  our  hope  for  the  future. 

I hope  that  human  life  and  suffering  is  a high-priority 
concern . 

Those  affected  by  H.D.  have  so  many  problems  and  needs, 
while  at  the  same  time  a lack  of  resources  for  help  and 
support.  Doctors,  social  workers,  and  the  public  all  need 
to  be  more  informed  about  H.D. 

In  talking  with  those  affected  by  H.D.,  I have  heard 
much  about  how  help  cannot  be  found.  For  example,  financial 
help  in  the  areas  of  insurance  and  disability.  Help  in  the 
area  of  home  services  and  counseling  is  needed.  Problems 
in  care  home  placement  are  present.  I hope  that  since  H.D. 
is  now  receiving  more  attention  than  in  the  past,  definite 
steps  will  be  taken  in  finding  resources.  There  is  much 
to  be  done  in  the  areas  of  research,  physical  and  psychologi- 
cal treatment,  and  financial  help  for  those  affected  by  H.D. 
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MKLVIN  T.  CARRICO 

BELOIT,  KANSAS  MAY  2,  1977 


I am  writing  you  in  regard  to  providing  ample  help  and 
relief  to  those  afflicted  with  Huntington's  disease.  I am 
82  years  old  and  have  lived  here  at  Beloit,  Kansas  since 
August,  1905.  I farmed  all  of  my  life  until  I retired  a 
few  years  ago  and  moved  into  Beloit,  Kansas.  I have  been 
a councilman  two  terms  and  also  mayor  of  Beloit  since  moving 
into  town. 

I have  a son-in-law  who  contracted  Huntington's  disease 
after  he  was  married  to  my  daughter.  They  have  four  daughters 
and  two  sons.  Three  daughters  and  the  two  sons  are  still  in 
school.  One  daughter  is  married  and  lives  in  Salina,  Kansas. 
My  son-in-law's  name  is  Louis  Moritz.  He  is  now  in  the  Veter- 
ans Hospital  in  Topeka,  Kansas. 

He  is  unable  to  work  and  has  been  for  several  years. 

My  daughter  and  children  are  living  in  Salina,  Kansas.  My 
daughter  is  working  and  trying  to  provide  a living  for  her 
family  in  Salina. 

I urgently  request  that  you  provide  ample  funds  to  try 
to  eradicate  this  terrible  disease. 

Louis  Moritz  will  be  47  years  old  May  6,  1977. 

Please  help  these  unfortunate  persons  get  all  the  relief 
they  can. 
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JUDY  CASANOVA 

FLORISSANT,  MISSOURI  APRIL  18,  1977 


When  my  husband  and  I first  married  13  years  ago,  we 
visited  his  father's  family.  I was  "forewarned"  about  Aunt 
Ramonal  She  has  "nerve  problems,"  I was  told.  When  I first 
saw  her,  bound  to  a wheelchair,  unable  to  talk,  walk,  or 
control  her  extremities  at  all,  I was  appalled.  These  same 
movements  and  facial  expressions  were  seen  in  my  father-in-law 
when  he  had  "one  too  many."  Multiplied  and  grotesque,  granted, 
but  a similarity  was  there  I My  husband  and  I discussed  it  at 
the  time  and  reassured  each  other  that  it  couldn't  be  heredi- 
tary— that  only  happened  to  others  1 

Nine  years  and  three  children  later  we  learned  an  uncle 
in  Pennsylvania  had  a disease  called  Huntington ' s--it  was 
hereditary  I We  could  find  nothing  about  it.  The  local 
library's  reference  books  offered  two  sentences;  my  internist 
said  not  to  worry;  my  gynecologist  said  see  a good  neurologist  I 
Finally  we  heard  a local  chapter  of  CCHD  had  just  begun  I We 
contacted  them  and  have  been  deeply  involved  with  their  work 
ever  since. 

My  father-in-law  was  diagnosed  quickly  after  the  local 
doctors  knew  H.D.  was  in  the  family.  For  months  I couldn't 
look  at  my  children  without  seeing  Aunt  Ramonal  My  husband's 
positive  attitude  helped  immensely  but  I still  could  not  cope 
with  the  thought  of  him  and  the  children  being  possible  vic- 
tims. I decided  on  the  advice  of  my  doctor  to  consult  a psy- 
chiatrist. After  nine  months  of  therapy  my  attitude  improved 
and  now  several  years  later,  I accept  the  thoughts,  live  with 
the  fear  and  work  hard  for  a charity  that  holds  my  family's 
future  precariously  in  the  push  for  research  1 

I realize,  of  course,  that  my  husband  has  to  have  the 
disease  to  pass  it  to  our  children--so  this  is  some  hope! 

I never  go  to  Mass  without  praying  that  he  doesn't  have 
it.  I now  may  go  a whole  week  without  seeing  a symptom  or 
thinking  he  has  it.  Please  do  not  think  I'm  unusual.  My 
"job"  with  CCHD,  as  publicity  chairman,  is  also  family 
assistance  person.  I bend  my  ear  sometimes  for  hours  to  peo- 
ple who  feel  these  same  things.  Often  I am  able  to  reassure 
or  send  them  to  someone  who  can,  but  more  often  I simply  listen 
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and  say  I have  felt  the  same  feelings  and  thought  the  same 
thoughts  I We  all  realize  our  hope  lies  with  research  funded 
and  supported  by  the  Government.  This  we  work  for  and  hope 
to  encourage  while  helping  each  other  and  others  to  cope 
with  what  they  must  face  today! 

Thank  you. 


} 
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JEANETTE  CHRISTGAN 

WICHITA,  KANSAS  APRIL  20,  1977 


It  is  my  belief  that  Huntington's  disease  deserves  both 
your  attention  and  helpful  legislation.  It  is  my  misfortune 
to  have  friends  who  are  now  faced  with  the  near  impossible 
task  of  dealing  with  one  family  member's  early  symptoms  of 
H.D.  And  most  horrible,  is  that  she  is  the  oldest  of  many 
children  who  in  some  years  may  be  facing  the  same  disease 
with  the  same  amount  of  terror.  The  waiting  must  seem  end- 
less. How  does  a person  deal  with  an  incurable  disease  when 
symptoms  don't  show  up  until  after  30?  And  then  what?  I 
certainly  don't  have  the  answers,  but  they  all  exist  and 
legislation  can  move  us  more  quickly  towards  solutions. 

Please  act  responsibly. 
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TKRRY  CHRISTGAN 

WICHITA,  KANSAS  APRIL  22,  1977 


Of  the  various  diseases  of  threatening  proportions  to 
the  human  being,  I can  conceive  of  none  worse  than  those  which 
attack  the  brain.  Huntington's  disease  has  received  a great 
deal  of  publicity  because  of  the  renowned  Woody  Guthrie  and 
his  followers.  It  has  received,  however,  a disastrously  small 
amount  of  hard  cash.  Moral  support  is  fine  and  indeed  neces- 
sary but  without  funds  the  di’sease  will  live  on,  unchecked. 

Any  legislation  possible  concerning  a direct  attack  on  this 
destroyer  of  families  and  of  lives  would  help  immeasurably. 

To  deny  legislation  is  to  deny  countless  people  (and  a few 
close  friends  of  mine)  a very  basic,  natural  right;  a right 
to  life.  If  nothing  else  consider  the  virtual  lifetime  of 
wondering  for  the  suspected  victim  and  the  children  and  loved 
ones  of  that  victim. 
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BETTY  COFFMAN 

ALTOONA,  IOWA  MAY  2,  1977 


I would  like  to  have  your  support  on  Huntington's  so 
there  can  be  family  help  for  those  who  have  it  and  for  those 
at  risk,  as  well  as  the  ones  who  are  involved  and  not  at  risk 

I hate  to  see  someone  lose  their  life's  savings  due  to 
an  illness;  and  this  is  what  happens  to  so  many  H.D.  families 
as  well  as  many  others. 

We  need  funds  so  desperately  for  research  and  counseling 
To  me  it's  fear  because  we  need  the  funds  to  work  with  and 
they  aren't  there. 

My  father  is  trying  to  farm,  take  care  of  mother,  the 
house,  and  r\in  a garage.  It  is  a little  impossible  to  do 
good  work  with  the  constant  reminder  that  Mom  might  have 
fallen  and  be  hurt. 

The  doctor  we  went  to  said  that  my  mother  was  the  only 
case  he  knew  of  in  Central  Iowa.  We  have  since  found  out 
there  are  many  people  right  here  in  the  area  that  either  have 
Huntington's  disease  or  are  at  risk. 

It  is  a little  easier  to  live  with  knowing  there  are 
others  who  have  the  same  fears,  who  are  trying  to  help  talk 
to  others  and  educate  others. 

It's  very  embarrassing  to  have  someone  think  you  are 
intoxicated  when,  in  fact,  you  do  not  even  drink. 

Diagnosis  of  this  disease  is  so  hard  to  determine  so 
our  doctors  also  need  resources  and  help. 

Please  support  our  people.  They  are  important  to  us  as 
well  as  to  our  country. 

We  are  living  with  the  fear  and  dread  of  H.D.  in  our 
family.  Help  us  to  calm  these  fears  and  cope  with  the  dread 
for  this  generation  and  those  unfortunate  little  ones  who 
are  at  risk  and  don't  even  know  it. 
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Walk  in  our  shoes,  take  a look  at  our  lives  with  H.D. 
patients,  amd  try  to  help. 


Thank  you  for  your  time  and  consideration. 
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CLEO  COOK 

SALINA,  KANSAS  APRIL  11,  1977 


My  brother-in-law,  in  his  early  30 's,  had  H.D.  He 
remained  at  home  for  some  time,  while  my  sister  earned  the 
living  (there  were  five  children) . When  it  became  neces- 
sary to  have  more  supervision  he  was  placed  in  a veterans' 
hospital.  During  the  advanced  stages  of  H.D. , he  was  left 
alone  to  feed  himself  and  while  attempting  this  fete,  he 
choked  to  death. 

I believe  the  people  working  in  the  medical  field  should 
be  trained  in  proper  care  and  treatment  of  patients  with  H.D. 
as  well  as  they  are  trained  in  care  of  those  with  other  dis- 
eases . 
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KIMBERLY  COOPER 

WICHITA,  KANSAS  MAY,  1977 


I have  heard  Ronda  talk  about  her  father  that  has  Hunt- 
ington's disease  and  it  isn't  very  nice.  I have  seen  pictures 
of  her  father;  he  doesn't  look  good.  I hope  that  scientists 
can  find  a cure  very  soon;  I'm  glad  that  I don't  have  it. 

I'm  glad  that  I'm  part  of  this  search  to  get  rid  of  the  dis- 
ease . 
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ANN  CORPSTEIN 

TIPTON,  KANSAS  MAY,  1977 


H.D.  has  affected  my  life  by  seeing  how  the  disease  has 
affected  the  lives  of  my  friends  and  neighbors.  I can  think 
of  no  other  disease  as  devastating  as  is  H.D.  to  the  person 
afflicted  or  to  their  families.  The  frustration  and  mental 
strain,  financial  problems  and  the  hopelessness  of  it  causes 
it  to  remain  one  of  the  saddest  things  that  can  happen  to  a 
human  being.  Their  only  consolation  is  that  people  care  and 
research  is  being  done  to  help  control  the  consequences  of 
H.D. 
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OAKMAHA  CORPSTEIN 

TIPToN’,  KANSAS  MAY  5,  19  77 


It's  gratifying  to  know  that  your  Coinmission  has  been 
fornu'd  and  is  functioning  to  its  fullest  capacity  to  study 
Huntington's  disease  and  its  ravishing  effects  on  thousands 
of  /vru- ri cans --those  who  have  the  disease  and  the  countless 
others  whose  lives  are  permanently  and  emotionally  altered 
by  its  consequences. 


My  first  contact  with  H.D.  was  through  my  first  cousin. 

She  married  a young  man  whose  father  and  two  sisters  had 
died  from  an  affliction  that  no  one  talked  about.  "...It 
came  from  the  old  country  (Germany)..."  They  had  six  chil- 
dren. In  the  meantime  her  husband's  brother,  a friend  of  ours — 
I had  since  married  and  moved  to  the  same  town  as  my  cousins — 
began  to  show  signs  of  the  same  unnamed  affliction.  He  twitched 
first  in  one  direction  and  then  in  another  as  we  talked.  There 
would  be  another  jerk  in  the  upper  torso  and  then  in  the  lower. 
His  condition  continued  to  deteriorate.  He  was  hospitalized. 
Then  another  brother.  The  same  sequence,  with  one  exception. 
This  fourth  child  decided  to  go  to  Rochester  and  try  to  get 
help.  They  were  unable  to  help  him  but  they  did  diagnose  his 
problem  as  Huntington's  chorea — the  same  hereditary  disease 
that  had  claimed  his  father,  two  sisters  and  brother  when  they 
reached  their  prime  years.  This  was  only  about  10  years  ago. 

About  5 years  ago  my  cousin's  husband,  too,  began  to  show 
signs  of  H.D.  In  this  family  of  eight  children,  five  have  the 
disease  and  three  are  reasonably  sure  they  do  not.  Reasonably, 
but  not  absolutely.  My  cousin's  six  children  are  now  "at  risk." 
They  each  have  a 50-50  chance  to  develop  the  disease  but  will 
most  probably  not  know  until  they  are  35  or  40  years  old,  long 
after  they've  made  their  decision  to  marry  or  not,  to  have 
children  or  not.  She  has  been  forced  to  sell  her  home  and 
move  to  a larger  city  so  both  she  and  her  children  could  find 
jobs.  Her  husband  is  hospitalized  presently  but  his  case 
is  being  reviewed.  The  VA  thinks  he  should  be  kept  at  home 
in  which  case  she  would  have  to  quit  her  job  and  go  on  welfare. 
His  medication  has  slowed  the  physical  advances  of  the  disease 
but  due  to  mental  deterioration  he  needs  constant  surveillance. 
The  fears  and  frustration  she  has  encountered  so  far  are  immeas- 
urable. Her  husband  is  incapacitated  and  on  the  other  side  she 
can  be  almost  sure  three  of  her  children  also  have  the  disease. 
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One  of  the  six  has  recently  married  and  is  expecting  a child. 
This  child  at  birth  will  be  "at  risk."  And  so  it  goes. 

In  the  past  3 years  I've  become  quite  involved  with  activ- 
ities concerning  H.D.  Before  that  time  I thought  there  was 
nothing  that  could  be  done  by  anyone  outside  the  family  other 
than  to  "take  a cake  to  a funeral  dinner."  Those  hundreds  of 
us  who  care  thought  all  we  could  do  was  extend  sympathy  and 
never  discuss  the  disease  in  the  presence  of  a family  member. 

Since  then  we've  been  able  to  channel  our  efforts  to 
help  through  the  Kansas  Chapter  of  the  Committee  to  Combat 
Huntington's  Disease.  The  families  have  received  emotional 
support  by  finding  they  are  not  alone  in  their  struggle,  by 
finally  being  able  to  talk  about  the  disease  rather  than  dis- 
cussing their  problems  in  whispers  and  behind  closed  doors,  by 
knowing  research  is  looking  for  a cause  and  a cure,  by  knowing 
that  there  are  at  least  a few  doctors  who  will  diagnose  and 
prescribe  experimental  drugs  rather  than,  "Go  home,  take  a 
couple  aspirins  and  try  to  relax." 

But  all  of  these  helps  are  only  beginning.  The  families 
need  genetic  counseling.  The  father  of  my  cousin's  husband 
had  two  sisters  and  a brother  who  died  from  complications  due 
to  H.D.  One  of  these  sisters  had  10  children.  Two  of  her 
"at-risk"  daughters  each  have  six  children.  All  her  other 
children  are  married  and  several  have  children  who  have  chil- 
dren. So  it  goes.  But  as  the  families  are  discovered  and  step 
forth,  they  are  learning  about  H.D.,  its  transmission  and  its 
consequences . 

Immediate  needs  are  day  care  centers  or  something  simi- 
lar and  help  for  the  families  who  are  unable  to  get  medical 
insurance  or  wage  compensation.  And,  of  course,  the  one  thing 
that  helps  them  all  meet  the  next  day  is  the  hope  that  that 
new  day  might  bring  a cure. 

All  of  these  needs  require  and  demand  Government  help. 

We  hope  and  pray  that  the  needs  of  H.D.  victims  and  their 
relatives  will  be  recognized  and  deemed  worthy  of  substantial 
help . 
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BOB  CORPSTEIN 

TIPTON,  KANSAS  MAY  6,  1977 


I have  seen  my  friends  and  neighbors  with  this  disease. 
The  burden  it  places  on  them  and  their  families  is  very  large. 

I hope  you  can  do  something  to  alleviate  the  suffering 
these  people  have  to  endure. 
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DIANE  CORPSTEIN 

TIPTON,  KANSAS  MAY  2,  1977 


I am  a good  friend  of  someone  who  is  in  risk  of  the 
disease.  Her  father  has  it  very  severely,  and  is  in  a 
veterans  hospital.  I went  to  school  with  this  girl  for 
14  years,  and  know  her  really  well.  The  family  has  six 
children  in  it.  Can  you  imagine  what  it's  like  to  have 
to  worry  about  getting  the  disease,  and  worse  yet,  to 
wonder  if  your  family,  or  which  of  your  children  will  be 
inflicted  with  the  disease?  Or  even  if  you  should  live  your 
life  single,  and  that  way,  not  risk  having  children. 

If  you  think  about  this  long  and  hard  enough,  you'll 
know  it's  not  enough  just  to  feel  sorry  for  these  people. 
Everyone  should  do  their  part  to  help  these  people.  We 
should  all  be  thankful  that  you  yourself  are  not  inflicted, 
and  pray  as  you  never  have  before  for  those  people  that  do, 
and  may  have  the  disease. 

I would  really  appreciate  your  help  on  this  matter.  I 
know  everyone  that  knows  anything  about  the  disease  at  all 
would  be  immensely  grateful. 
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KAREN  CORPSTEIN 

SALINA,  KANSAS  MAY  1,  1977 


Although  I do  not  personally  know  any  victims  of  Hunt- 
ington's disease,  my  husband  comes  from  Tipton,  Kansas  where 
the  problem  is  very  real.  I have  heard  many  discussions  of 
the  problems  and  the  horrors  of  this  disease. 

I cannot  begin  to  imagine  the  agony  and  fears  of  waiting 
and  wondering  if  you  or  your  children  will  develop  the  symp- 
toms. I would  hope  that  through  research  and  modern  medical 
science  that  a ray  of  hope  might  be  shed  on  these  victims 
and  the  carriers  of  Huntington's  disease. 

(Age  35,  female,  married,  speech  clinician.) 
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PAT  CORPSTEIN 

TIPTON,  KANSAS  MAY,  1977 


I was  a dear  friend  of  a classmate  whose  father  is 
suffering  from  this  disease.  I know  her  father  because  he 
was  postmaster  in  our  small  town.  I could  see  how  much  it 
affected  him  in  the  later  years.  You  could  see  how  much  it 
bothered  him  that  he  couldn't  help  himself  in  his  action. 

When  he  got  so  bad  that  he  couldn't  work  any  more,  it  really 
had  very  much  effect  on  their  family.  His  wife  had  to  go  to 
work  full  time  plus  having  to  take  care  of  him.  Then  they  had 
to  take  him  to  a care  center  when  it  became  too  hard  to  help 
him.  This  is  just  one  case  I know  of,  and  I know  how  much 
it  messed  up  this  family.  This  disease  needs  to  be  cured  now 
before  it  gets  into  more  and  more  families.  But  research  is 
expensive  and  they  need  very  much  money.  I believe  that  the 
Federal  Government  should  help  and  will. 
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ALLEN  P.  CRON,  JR. 

WICHITA,  KANSAS  MAY,  1977 


my 


I'm  very  concerned  about 
association  and  friendship 


Huntington's  disease  because  of 
with  Robert  Schaber. 


6-481 


Wichita,  Kansas 


May  10,  1977 


JEAN  CROUCH 

GENETIC  COUNSELING  CENTER,  TOPEKA  APRIL  22,  1977 


Huntington's  disease  is  probably  one  of  the  most  diffi- 
cult of  all  the  dominant  genetic  diseases  relative  to  the 
problems  presented  in  the  counseling  with  patients  and  their 
families.  The  initial  reaction  that  we  find  in  the  children 
of  patients  with  H.D.  is  denial,  fear  and  frequently  hostility 
toward  the  affected  parent.  Often  they  refuse  to  come  for 
counseling — a reflection  of  their  denial.  I'm  sure  that  part 
of  this  is  the  fact  that  we  can  offer  nothing  predictive  in 
the  area  of  testing  and  nothing  very  encouraging  in  the  area 
of  treatment. 

The  Genetic  Counselor  can  probably  be  most  helpful  to  the 
at-risk  individual  by  stressing  the  fact  that  research  is 
being  done  on  the  disease  and  that  every  effort  is  being  made 
to  find  new  methods  of  diagnosis  and  treatment.  It  is  extremely 
important  that  the  families  of  affected  patients  understand 
the  inheritance  pattern  of  the  disease.  While  most  geneti- 
cists do  not  see  their  role  as  that  of  decision  making  for 
families  they  do  believe  that  it  is  important  to  stress  the 
inheritance  pattern  regarding  a dominant  hereditary  disorder 
of  late  onset.  All  options  should  be  discussed--sterilization , 
adoption,  etc. 

When  an  emotional  counselor  is  available,  families  would 
undoubtedly  benefit  from  a joint  effort  of  the  geneticist  and 
the  emotional  counselor.  Special  training  in  dealing  with  the 
psychological  problems  which  frequently  arise  would  be  most 
helpful.  However,  I believe  that  being  available  when  needed, 
the  ability  to  empathize  with  the  patient  and  family,  time  to 
listen  and  the  referral  of  patients  for  specific  help  when 
indicated  may  be  more  important  than  special  training.  In  some 
areas  individuals  with  specific  special  training  are  not  always 
available . 

Some  of  the  major  emotional  problems  created  by  H.D.  in 
the  patient  and  family  are: 

1.  Dealing  with  the  onset  and  progression  of  symptoms 
as  they  become  increasingly  severe  and  disabling. 

2.  Dealing  with  the  mental  deterioration  that  sometimes 
accompanies  H.D. 
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3.  Certainly  the  initial  reaction  of  hostility  and 
resentment  toward  the  affected  parent  from  the  children. 

This  may  continue  indefinitely. 

4.  The  pressures  of  the  increasing  financial  burden  of 
caring  for  the  patient  as  the  disease  progresses  and  the 
problem  of  securing  financial  help  if  their  economic  situation 
demands  it. 

5.  Finding  household  help  if  the  mother  is  the  affected 
parent,  since  eventually  she  cannot  perform  normal  household 
tasks . 

6.  If  the  father  is  the  affected  parent  family  income 
may  soon  cease  to  exist  and  mother  may  not  be  prepared  to 
become  the  breadwinner. 

7.  Finding  nursing  care  in  the  home  or  nursing  home 
facilities  if  that  seems  to  be  the  best  solution. 

8.  The  decision  to  place  a loved  one  in  a nursing  home 
or  an  institution  can  be  very  traumatic. 

9.  The  general  lack  of  understanding  and  knowledge  of 
the  disease  by  lay  people,  friends,  neighbors  and  even  family. 

10.  For  the  chi ldren--the  constant  shadow  that  "someday 
I may  be  just  like  my  mother  or  father." 

11.  For  the  spouse--watching  the  day  to  day  deterioration 
of  a loved  one,  knowing  that  he  or  she  can  do  nothing  to  stop 
it . 


We  have  had  six  families  who  have  come  to  our  center  for 
counseling  concerning  H.D.  This  represents  a very  small  num- 
ber of  those  affected.  Four  of  our  families  were  from  the 
Topeka  area.  One  of  those  families  had  relatives  in  the 
Council  Grove,  Kansas,  area  who  were  affected.  One  family 
was  in  Wamego  and  represented  several  affected  relatives. 

The  other  family  came  from  Manhattan,  Kansas  for  counseling 
while  the  affected  mother  lived  in  Lakin,  Kansas. 

The  far  reaching  physical  effects  of  this  disease  and  the 
related  emotional  and  financial  problems  which  affect  the  total 
family  present  a major  medical  problem  to  the  total  community. 
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ROBERT  J.  DAILEY,  A.C.S.W. 

MENTAL  HEALTH  CENTER  OF  EAST  CENTRAL  KANSAS 

EMPORIA,  KANSAS  MAY  10,  1977 


I have  had  professional  contact  with  two  men  in  which 
Huntington's  chorea  played  a significant  role  in  their  emo- 
tional adjustment.  One  client  did  not  have  the  disease  but 
was  aware  of  the  significance  of  the  disease  to  his  life. 

The  second  client  had  been  recently  diagnosed  and  was  showing 
some  beginning  symptoms  of  the  disease. 

These  two  cases  had  some  things  in  common  and  some  things 
that  were  distinctly  different.  The  persons  involved  were 
both  successful,  intelligent  persons.  The  underlying  feel- 
ing related  to  the  disease  was  a combination  of  fear  and  anger. 
Both  men  had  experienced  a gradual  deterioration  of  their 
mother  during  part  of  their  childhood.  Denial  appeared  to 
be  one  of  the  principle  mechanisms  for  dealing  with  the 
prospect  of  having  the  disease. 

The  man  with  the  early  diagnosis  presented  with  a history 
of  uneven  accomplishment  in  his  life.  It  appeared  from  his 
life  pattern  that  his  early  adulthood  was  dominated  by  denial 
of  the  existence  of  the  problem.  Even  though  he  was  an  intel- 
ligent, well-educated  man  who  was  quite  familiar  with  the  dis- 
ease, he  was  the  father  of  several  children.  Since  the  onset 
of  the  disease  he  had  lost  several  jobs,  was  divorced  from  his 
wife,  and  has  been  involved  in  petty  thievery.  Much  of  the 
current  psychological  difficulty  was  related  to  acting  out 
in  an  effort  to  ward  off  his  underlying  depression,  although 
there  were  some  changes  which  were  related  to  the  psychological 
impact  of  the  disease  rather  than  to  neurological  changes. 

The  second  man  was  in  his  early  twenties  and  was  aware  that 
under  the  most  pessimistic  circumstances  he  would  not  have  to 
face  the  prospects  of  the  disease  for  several  years.  Even  so, 
he  had  quite  well  planned  and  prepared  for  the  possibility 
that  he  might  become  a victim  of  the  disease.  As  I indicated 
previously,  his  planning  had  included  being  certain  that  he 
would  not  father  children.  He  was  quite  involved  in  a state 
organization  related  to  Huntington's  disease  and  in  general 
had  made  a good  adjustment.  He  had,  however,  used  denial 
extensively  in  warding  off  his  feelings  about  his  predicament. 
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One  unique  aspect  of  this  disease  psychologically  appears 
to  be  that  it  is  rather  impossible  to  plan  and  prepare  oneself 
for  the  possibility  of  having  the  disease.  Thus,  if  one  plans 
his  life  as  if  he  will  develop  chorea,  there  is  a 50-percent 
chance  that  he  will  be  wrong.  If  he  plans  as  if  the  threat 
is  not  there,  he  faces  the  same  prospects. 

Both  clients  dreaded  the  prospects  of  the  protracted 
period  of  progressive  deterioration  more  than  the  prospects 
of  death.  Both  mentioned  the  impossibility  of  appropriately 
planning  for  several  reasons.  It  is  difficult  to  make  finan- 
cial plans  that  include  both  the  prospects  of  a long  life  as 
well  as  the  prospects  of  a very  short  life.  In  addition,  the 
enormous  expense  involved  in  caring  for  a person  during  the 
long  illness  cannot  possibly  be  dealt  with  by  the  time  one 
reaches  the  age  of  the  onset  of  the  disease.  The  difficulty 
is  compounded,  of  course,  by  the  unavailability  of  adequate 
insurance . 
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ELLA  DEINES 

VALLEY  CENTER,  KANSAS  MAY,  1977 


Ronda  Schaber  has  been  one  of  my  students  for  several 
years.  Her  father  has  not  been  able  to  be  with  the  family 
for  several  months  because  of  his  illness.  The  great  desire 
of  the  family  and  their  friends  is  to  see  some  medical  ad- 
vances that  would  be  effective  in  arresting  or,  better  still, 
in  curing  Huntington's  disease. 

For  the  sake  of  the  Schabers  and  the  many  hundreds  of 
other  families  in  similar  circumstances,  we  would  urge  that 
everything  possible  should  be  done  to  add  to  the  comfort 
and  moral  support  of  the  patients , and  that  medical  science 
would  continue  to  search  for  answers  for  this  illness. 
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.lAMi:S  DoI.UDE 

TIPTON,  KANSAS  MAY  6,  1977 


I am  writing  this  letter  to  lend  support  to  those  who 
are  trying  to  obtain  help  for  the  victims  of  Huntington's 
disease  and  their  families. 

For  five  years  I was  a boarder  at  the  home  of  the  Louis 
Moritz  family  in  Tipton,  Kansas.  Mr.  Moritz  is  a victim  of 
Huntington's  disease.  The  Moritz  family  was  struck  hard  by 
the  disease.  Mr.  Moritz  was  forced  to  retire  early  from  the 
post  office  where  he  was  working.  Mrs.  Moritz  had  to  move 
her  family  to  Salina,  Kansas  so  she  could  find  a job  to  sup- 
port her  family. 

The  family  suffered  much  because  it  was  a terrible  thing 
to  see  Mr.  Moritz  grow  worse  little  by  little  with  nothing 
to  be  done  for  him.  He  was  there  living  at  home  but  he 
really  wasn't  part  of  the  family  anymore.  Mr.  Moritz  is  now 
in  a hospital  in  Topeka  while  his  family  lives  in  Salina. 

I think  that  the  hardest  on  the  family,  especially  the 
mother,  is  not  knowing  whether  or  not  her  children  will  come 
down  with  the  disease. 

While  it  was  hard  for  me  to  tell  exactly  what  effect 
this  has  had  on  the  Moritz  children,  I cannot  help  but  feel 
that  knowing  that  they  might  someday  also  contract  the  disease. 

I sincerely  hope  that  this  letter  will  help,  if  even 
in  the  smallest  way,  to  get  help  for  those  who  really  need 
it . 
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MR.  AND  MRS.  GERALD  DEXTER 

CENTRAL  CITY,  NEBRASKA  , MAY  23,  1977 


Do  you  realize  how  your  existence  brings  hope  to  all 
victims  and  relatives  of  victims  of  Huntington's  disease? 

That  there  is  increased  awareness  of  the  disease  and  research 
being  done  is  an  answer  to  many  prayers. 

My  husband's  mother  did  not  have  the  disease  but  two 
sisters  and  a brother  did.  We,  at  the  time  of  our  marriage 
in  1938,  only  knew  that  the  aunts  and  uncle  had  something 
wrong.  What,  the  doctors  couldn't  say.  About  the  time  of 
the  birth  of  our  two  children  the  question  of,  could  this  be 
inherited,  arose.  Could  it  skip  a generation?  We  spent 
many  hours  sweating  out  this  question  to  which  no  one  had 
the  answer.  What  a load  off  our  shoulders  when  CCHD  sent 
us  material  saying  it  does  not. 

Now  why  am  I writing  when  my  family  will  not  have  Hunt- 
ington's? I am  concerned  because  of  the  suffering  of  my 
husband's  cousins  and  their  families.  We  have  seen  10  people 
have  the  disease  in  the  3 generations  we've  known.  There  are 
four  at  present  in  rest  homes,  one  a young  mother  in  her  30 's. 
There  are  21  who  are  carrying  this  question,  "Do  I have  it  or 
will  I get  it?"  There  is  another  family  who  is  worrying 
because  of  a physical  problem  that  might  be  a symptom.  I 
haven't  counted  them  or  their  seven  descendants.  The  agony 
of  this  disease  is  not  limited  to  those  who  have  it. 

May  God  lead  you  in  your  work. 
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VAiM  !.Y?:  DLXTER 

AI.Ai’KS,  NEBRASKA  MAY  20,  1977 


It  would  be  so  nice  if  something  could  be  done  to  help 
t!u'  tiiousands  of  people  already  afflicted  and  the  people  who 
1 1 vi‘  thoir  lives  in  fear  of  getting  this  Huntington's  disease. 

As  for  myself,  I am  4 8 years  old,  the  mother  of  six  healthy 
children.  When  I married  my  husband.  Bill,  in  1948,  we  were 
both  20.  I only  knew  that  his  mother  had  died  in  our  state 
m<-ntal  hospital  a few  years  before. 

During  our  first  year  of  marriage,  my  sister-in-law 
started  cjotting  highly  nervous  spells  and  my  father-in-law 
took  her  to  several  doctors.  She  was  in  Omaha  in  a hospital 
for  awhile  where  they  gave  her  shock  treatments.  My  father- 
in-law  managed  to  keep  her  at  home  for  many  years,  but  she  is 
in  a rest  home  now.  Since  she  was  never  able  to  work  or  hold 
a job  of  her  own,  it  has  been  a terrible  financial  drain  for 
my  husband's  father. 

About  the  same  time  my  husband's  sister  became  ill, 
another  married  brother  began  showing  signs  of  the  disease, 
although  in  a different  way,  so  we  didn't  suspect  it  was  all 
the  same  disease.  After  several  years,  he  became  unable  to 
care  for  himself  and  since  he  had  been  in  the  service,  he  was 
admitted  to  the  Veterans  Hospital  at  Knoxville,  Iowa.  He 
left  his  wife  with  four  small  children  to  care  for.  One  of 
these  girls  developed  the  disease  by  age  18  and  is  now  in  a 
rest  home  unable  to  control  movement  of  arms,  legs  or  to  talk. 

At  32  years  of  age  this  same  daughter  has  a 12-year-old  girl 
who  is  already  showing  signs  of  the  disease.  This  girl's 
grandmother  is  now  again,  after  losing  a husband  and  a daughter 
to  the  disease,  going  from  doctor  to  doctor  with  a granddaugh- 
ter. Can  you  imagine  how  heartbreaking  this  would  be?  How 
hopeless  you  can  feel  when  the  doctors  we  depend  on  for  medical 
advice  know  nothing  about  the  disease.  The  people  in  the 
families  who  have  lived  with  the  disease  recognize  it  before 
the  educated  medical  person. 

I didn't  even  know  the  name  of  the  disease  until  about 
12  years  ago  when  another  brother  of  my  husband's  began  to  show 
signs.  He  seemed  to  be  drunk  all  of  the  time  and  we  didn't 
believe  him  to  be  a heavy  drinker.  One  day  he  was  picked  up 
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for  driving  while  intoxicated.  He  wasn't  really,  but  he  just 
wasn't  in  control  because  of  the  disease.  A lawyer  had  the 
charges  against  him  dismissed  if  he  would  go  to  Omaha  and 
undergo  tests  by  a neurologist.  It  was  here  that  my  husband 
and  I finally  learned  that  there  was  a name,  Huntington's 
disease,  to  identify  this  horrid  disease  that  kept  striking 
one  family  member  after  another. 

This  wasn't  the  end.  Another  sister  began  showing  signs 
of  the  disease  when  she  was  in  her  early  30 's.  She  has  three 

little  girls.  About  5 years  ago  she  got  up  one  morning  to  fix 

breakfast  for  her  family.  Somehow  when  reaching  over  the  stove 
in  her  jerky  movements  she  caught  her  house  coat  on  fire  and 
was  severely  burned.  She  passed  away  after  several  weeks  of 
terrible  pain. 

For  all  of  the  29  years  that  I have  been  married,  I have 

prayed  that  my  husband  v;ould  not  get  the  disease.  Can  you 

imagine  my  great  despair  when  about  2 years  ago  he  began  hav- 
ing trouble  eating?  He  can  not  talk  or  eat  without  squinting 
his  eyes  tight  shut.  We  have  seen  several  doctors  here,  at 
Omaha,  and  a complete  physical  at  Mayo  Clinic,  so  it  has  cost 
us  severely  over  the  last  few  years.  They  call  it  Blepharo- 
spasm, but  I wonder?  I live  in  constant  fear  that  it  is 
Huntington's  disease,  and  if  it  is  which  of  my  bright,  happy, 
children  and  grandchildren  will  also  be  affected? 

I pray  you  will  see  fit  to  work  hard  to  pass  some  legis- 
lation to  help  all  the  people  in  our  United  States  who  are 
already  affected  and  "at-risk"  to  this  disease. 
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HOHIN  DEXTER 

CLARKS,  NEBRASKA  MAY  28,  1977 


My  grandmother  died  in  a state  mental  hospital  with 
Huntington's  disease,  so  my  dad  may  get  the  disease  and  if  he 
docs,  I stand  a 50-50  chance  of  getting  it,  too.  I am  18  years 
old  and  in  my  first  year  of  nurses'  training. 

I know  how  my  parents  worry  about  this  disease.  We  are 
just  one  family,  but  when  I think  that  there  are  thousands  of 
other  families  faced  with  these  same  problems,  I see  the  really 
great  need  for  research  to  find  the  cause  and  cure  of  Hunting- 
ton's disease. 

In  order  to  do  this  research,  brain  donations  are  needed. 
Yet,  when  my  parents  tried  to  set  up  this  donation  for  my  uncle, 
who  is  terribly  ill  with  Huntington's  disease,  they  have  had 
trouble  finding  information  on  how  it  should  be  done.  Even 
his  doctor,  after  calling  several  places,  could  not  get  the 
information,  so  I think  a national  center  to  handle  "organ 
donations"  would  be  one  thing  your  Commission  should  work 
for . 


Physicians  need  to  be  better  educated  so  that  they  can 
recognize  the  symptoms  of  the  disease. 

Thank  you  for  helping;  I wish  you  success. 
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ROYCE  DEXTER 

CLARKS,  NEBRASKA  MAY  26,  1977 


Our  family  is  all  hoping  you  can  do  something  to  help 
all  people  who  have  Huntington's  disease.  It  is  a terrible 
thing.  I am  only  12  years  old,  but  I know  how  much  worry 
and  heartache  this  disease  has  brought  to  various  members  of 
my  family. 

My  grandmother  died  with  the  disease  in  a state  mental 
hospital.  Since  then  two  uncles,  two  aunts,  and  a cousin  of 
mine  have  it. 

When  I grow  up  I hope  to  become  a doctor  so  I can  study 
this  disease  and  find  a cure  for  it.  It  will  take  a lot  of 
money,  so  I'm  working  hard. 

Please,  help  us  I 
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RYAN  DEXTER 

CLARKS,  NEBRASKA  MAY  26,  1977 


My  Grandma  Dexter  died  with  Huntington's  disease  long 
before  I was  born.  I'm  13  years  old.  I have  seen  an  uncle 
whom  I love  lay  helpless  for  years.  Another  uncle  had  the 
disease,  but  passed  away  before  I was  born.  I also  have  two 
aunts  who  had  the  disease.  One,  my  Aunt  Dorothy,  has  three 
girls  and  we  have  such  fun  together  when  we  do  get  together. 
They  lost  their  mother  when  they  were  very  young.  My  other 
aunt,  who  has  the  disease,  is  only  50  years  old  and  lives  in 
a rest  home. 

I hope  and  pray  you  will  do  something  to  help  all  people 
with  this  disease. 

Thank  you. 
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JOSEPH  DIEKMANN 

TIPTON,  KANSAS  MAY  6,  1977 


As  a teacher  I have  come  into  contact  with  a great 
number  of  families  with  a variety  of  serious  private  and  pub- 
lic tragedies  affecting  them.  Each  such  story  is  worthy  of 
concern  and  the  commiseration  of  those  who  stand  as  friends 
in  the  largest  sense  of  the  word.  The  victims  of  Huntington's 
disease  and  their  families  find  themselves  subject  to  a sense 
of  isolation,  however,  that  victims  of  other  diseases  and 
disasters  rarely  face.  Huntington's  disease  has  escaped 
notice  by  most  of  us.  Its  attack  is  progressive  and  prolonged, 
and  its  symptoms  invite  us  to  shun  and  withdraw.  It  is  seem- 
ingly a hopeless  disease,  robbing  us  of  our  belief  in  our 
Samaritan  effectiveness.  It  drains  those  who  become  bound 
to  it  through  fate  or  choice. 

In  the  little  town  in  which  I now  teach,  there  are 
several  families  cursed  by  Huntington's.  The  wife  and 
children  of  one  such  family  are  well  known  to  me  as  school 
personnel  and  students.  Sadly,  I have  never  met  the  father 
in  this  family.  He  is  the  afflicted  member  and  is  institu- 
tionalized. The  struggle  to  go  on  with  their  lives  has  forced 
the  family  to  move  to  a location  nearer  to  the  hospital  and 
sources  of  increased  revenue.  Each  child  is  aware  that  he 
or  she  may  be  likewise  stricken  in  young  adulthood  or  may 
transmit  Huntington's  to  his  own  children  should  he  risk 
raising  a family  of  his  own. 

However,  the  fact  of  their  tragedy  that  is  perhaps  most 
significant  is  that  the  support  they  must  draw  from'  each 
other,  as  great  as  it  may  be,  must  someday  be  joined  to  a 
support  available  outside  the  immediate  family.  If  not, 
people  in  their  situation  must  eventually  succumb.  Sadly, 
as  of  this  time  almost  no  one  even  knows  of  their  existence. 
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MARIAN  DRAEGEMEIER 

VALLEY  CENTER,  KANSAS  MAY,  1977 


When  I see  the  sadness  that  Huntington's  disease  brings 
to  families  like  the  Schabers,  I realize  we  need  to  do  all 
we  can  to  help  the  people  who  have  been  stricken  with  the 
disease  and  the  families  of  such  victims. 

Any  legislation  which  would  help  with  research  and  treat- 
ment should  be  given  consideration  and  money  provided. 
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PAUL  C.  DRYDEN 

CHANUTE,  KANSAS  MARCH  12,  1977 


I am  writing  you  concerning  my  family  with  some  informa- 
tion for  the  meeting  in  Wichita,  Kansas,  the  10th  of  May. 

Now  my  wife,  Eva,  age  63  years,  is  the  youngest  of  a 
family  of  nine  children.  There  were  four  girls  and  five  boys. 
They  lived  on  a farm  in  rural  Chanute,  Kansas.  Their  mother 
had  the  disease  but  they  did  not  know  what  was  her  trouble  so 
family  didn't  know  what  they  were  facing  and  didn't  do  anything 
about  the  problem.  Their  mother  died  April,  1923. 

The  family  married  and  raised  families,  but  they're  all 
dead  now  but  my  wife.  Three  of  five  boys  had  the  disease. 

Three  of  four  girls  had  the  disease.  My  wife  has  had  the  dis- 
ease for  14  years.  She  is  in  nursing  home  now,  totally  unable 
to  care  for  herself  and  her  throat  won't  let  her  talk  very  clear 
and  eating  is  a problem.  She's  been  in  nursing  home  for  five 
years.  Her  mind  is  fairly  clear,  but  time  is  closing  in  on  her. 

My  wife  has  known  about  her  disease  for  all  the  year  as 
a doctor  in  Kansas  City  told  us  of  problem.  I can't  think  of 
doctor's  name  now.  Dr.  Burkman  in  Chanute  sent  us  to  Kansas 
City.  We  lived  with  problem  for  about  nine  years,  then  my 
wife  got  violent  and  was  mean  to  everyone.  But  she  would  not 
go  to  doctor  for  help,  so  she  was  forced  to  state  hospital  at 
Osawatomie,  Kansas,  so  she  could  get  help.  She  was  in  hospital 
five  months,  then  they  released  her  to  nursing  home  in  Richmond, 
Kansas,  which  is  nearby.  They  also  said  it  was  Huntington's 
disease.  They  treated  her  and  she  was  helped  very  much  with 
her  violent  and  nervous  condition.  Today  she  is  very  calm  and 
obeys  the  nurses  real  good. 

We  have  one  son,  age  33  years,  who  is  much  concerned  about 
the  problem.  His  name;  Phil  S.  Dryden,  708  North  2nd,  Garden 
City,  Kansas  67846. 

Now  my  problem  is  the  nursing  home.  Medicare,  and  other 
expenses  is  putting  me  in  the  poor  house  as  the  expense  is 
better  than  $600.00  per  month.  I am  totally  disabled  to  work. 
Have  not  worked  for  three  years  due  to  an  injury  at  work.  All 
the  income  I have  is  Social  Security  and  what  savings  we  laid 
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bi»ck  , but  time  soon  will  take  all  savings.  As  for  getting 
help,  they  say  "no  help"  as  long  as  you  have  some  money,  but 
pretty  hard  to  see  it  all  disappear  after  all  the  years. 

I don't  think  I will  be  able  to  attend  meeting  in  Wichita 
as  can't  walk  very  far  with  bad  leg. 

This  nursing  home  knows  her  problem,  and  they  have  been 
real  good  with  the  help  with  Mrs.  Eva  Dryden  as  not  able  to 
take  care  of  her  myself. 
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CAROLINE  DUBBERT 

CAWKER  CITY,  KANSAS  J4AY  4,  19  77 


The  reason  I am  writing  this  letter  is  for  the  great 
concern  I have  for  the  people  in  this  Cawker  City  and  Tipton, 
Kansas  area  who  have  suffered  tremendously  seeing  families 
of  their  relatives  and  friends  die  of  this  dreaded  Hunt- 
ington's disease.  I am  not  a blood  relative,  but  am  related 
through  marriage  of  my  mother's  two  sisters  who  married  two 
brothers  who  came  from  Germany.  They  did  not  know  at  the 
time  that  this  disease  was  in  the  brothers'  family;  but,  as 
time  went  on  and  these  two  families'  children  grew  up,  it  was 
found  out  by  several  men  from  the  Tipton  area  who  had  gone 
to  Germany  to  visit  relatives  (including  several  brothers  of 
the  two  that  had  come  to  this  country) . These  men  had  this  to 
say  as  they  came  back  home.  That  one  brother  of  these  men  in 
Germany  was  dying  of  a very  strange  disease,  something  like 
they  had  never  seen  before.  Well,  sure  enough,  it  turned 
out  that  these  families'  relatives  of  mine  started  with  the 
Huntington's  disease.  In  one  family,  so  far  the  father  and 
three  sons  and  two  daughters  have  died,  two  still  are  alive, 
but  sooner  or  later  they,  too,  are  doomed  to  die.  Three  of 
the  family  so  far  have  shown  no  signs  of  the  disease.  But 
how  about  some  of  the  children  that  have  married  and  what 
tragedy  are  those  couples  and  their  children  facing?  Same 
with  the  other  family  that  I am  related  to.  Two  of  that 
family  died  of  the  disease.  What  kind  of  a future  do  the 
children,  and  great-grandchildren  have?  Some  of  these  children 
already  are  marrying.  One  can  foresee  that  this  dreaded  dis- 
ease in  time  will  be  bound  to  see  nothing  but  misery  and 
suffering,  for  those  that  become  afflicted  and  will  surely 
die,  if  this  disease  will  not  be  arrested.  It  really  has  been 
ignored  much  too  long.  Just  to  see  these  families  suffer, 
losing  members  of  their  families,  watching  them  down  to  the 
most  pitiful  stages,  is  enough  to  run  the  cold  chills  up  my 
spine . 

It  is  not  only  in  our  area  now,  but  it  is  the  dread  and 
fear  that  is  ripping  through  our  nation.  Families  after 
families  are  living  a high  risk  of  getting  this  horrible 
disease  conquered.  I am  the  mother  of  six  children,  24 
grandchildren,  and  12  great-grandchildren.  It  is  they  whom 
I am  concerned  about,  should  any  of  them  ever  marry  into  fam- 
ilies who  have  the  disease.  At  my  age  of  81  years,  about  all 
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I can  do  is  pray  to  God  that  a cure  can  be  found  for  these 
unfortunate  people.  The  anguish,  humility,  and  being  ignored 
by  others  is  untold,  but  I have  seen  it  all,  and  may  see  more 
of  my  relatives  die  of  the  disease  before  my  life  ends.  Please, 
please  help  in  God's  name. 
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LANDY  DUBBERT 

TIPTON,  KANSAS  M.AY , 197  7 


I am  involved  in  the  ambulance  service  at  Tipton,  Kan 
sas.  The  town  of  Tipton  has  a family  in  which  cases  of 
Huntington's  disease  has  been  present.  After  seeing  the 
effects  of  this  disease  and  the  terrible  results  I feel 
that  more  research  is  badly  needed.  Please  help  in  any 
way  possible  to  you  in  the  research  to  combat  this  disease 

Thank  you. 
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MRS.  EDGAR  ECK 

BELOIT,  KANSAS  MAY  5,  1977 


I am  writing  in  regard  to  provide  aid  for  Huntington's 
disease . 

I had  a sister  who  had  Huntington's  disease,  and  I 
know  the  family  had  a hard  time  finding  a nursing  home  to 
care  for  her. 

I request  that  they  provide  aid  to  eradicate  this  ter- 
rible disease. 
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MR.  AND  MRS.  RON  EILERT 

BELOIT,  KANSAS  MAY  4,  1977 


As  friends,  we  certainly  see  the  need  for  help  to 
families  stricken  with  this  dreadful  disease.  Fear  and  shame 
have  been  too  much  a part  of  these  families'  lives  for  years. 
We  would  like  to  see  it  replaced  with  hope  and  optimism. 

The  Government's  help  to  research  this  disorder  is  the  ans- 
wer to  the  problem. 

Seeing  the  emotional,  financial,  and  physical  stress 
on  these  families  is  something  that  cannot  be  ignored.  A 
much  broader  study  must  be  made  of  this  disease  now. 
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MP.S.  HOB  ELLEN Z 

TIPTON,  KANSAS  MAY  3,  1977 


My  first  confrontation  with  Huntington's  disease  began 
in  1954.  At  that  time  my  husband-to-be  was  living  with  a 
fine,  good  looking  young  man  in  Wichita,  Kansas.  It  seemed 
he  had  everything  going  for  him.  Gradually  I began  to  notice 
sudden  jerking  motions  and  facial  twitches,  each  day  seemingly 
getting  worse.  If  the  effort  was  to  turn  on  a light  he  would 
knock  it  over  instead.  Things  were  spilled,  dishes  were  bro- 
ken, creating  pandemonium  and  strained  relationships.  He  was 
forced  to  leave  his  job  at  Boeing  and  eventually  was  forced 
to  go  to  a VA  hospital  in  Topeka,  Kansas.  There  he  lived  in 
a vegetable- like  state  until  he  died  in  1974. 

This  boy  was  one  of  eight  children.  His  father  and  two 
sisters  preceded  him  in  death.  Two  brothers  are  currently 
hospitalized  and  require  constant  total  care.  I shudder  to 
think  of  the  financial  strain.  Then  again,  it  must  be  nothing 
in  comparison  to  the  emotional  strain  of  this  boy's  mother. 

She  must  live  with  the  fact  that  five  of  her  children  will 
die  a terrible  death.  This  mother  is  my  next-door  neighbor. 

I seriously  doubt  if  it  were  me  that  I could  hang  on  to  my 
sanity.  Could  you  please  help  themi 
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JANELLE  ELLEN Z 

TIPTON,  KANSAS  MAY  2,  1977 


I am  writing  as  a close  friend  and  classmate  of  a girl 
whose  dad  has  Huntington's  disease.  I've  known  her  all  my 
life  and  was  so  sorry  to  find  out  her  dad  had  the  disease. 

Her  family  is  quite  large  and  the  disease  has  affected  their 
lifestyle  and  that  of  those  who  know  them.  They  have  six 
children  in  the  family.  When  they  discovered  their  dad  had 
H.D.  it  changed  many  things  for  them.  They  had  lived  here, 
close  to  all  their  friends  and  relatives,  all  their  lives. 
After  their  dad  got  H.D.  they  were  forced  to  move  from  here. 
They  had  to  adjust  to  their  mother  working  full  time  at  a 
new  job  and  they  had  to  go  to  a new  school  and  make  different 
friends.  It's  been  hard  on  them  and  on  all  of  us  here  in 
the  community  from  which  they  came.  I would  really  hate  for 
any  of  them  to  grow  up  and  find  they  had  H.D.  I really 
believe  this  disease  is  one  which  not  only  affects  one  person 
but  all  those  who  know  him.  That  is  why  I would  really  like 
to  see  more  discovered  about  H.D.  and  ways  to  detect  it.  Also 
programs  to  help  the  many  people  who  become  so  involved, 
because  someone  they  know  has  the  disease.  I sincerely  ask 
your  help,  because  of  the  many  families,  relatives,  and 
friends  afflicted  in  some  way  by  this  disease.  Thank  youl 
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KEVIN  J.  ELLENZ 

TIPTON,  KANSAS  MAY,  1977 

I believe  that  money  spent  for  the  control  and  (if  possi- 
ble) consequences  of  Huntington's  disease  is  very  well  spent 
for  I have  seen  the  mental  and  physical  anguish  it  can  cause. 

I have  two  friends  and  former  classmates  who  are  "at-risk" 
persons.  Their  father  was  struck  down  by  this  disease  in  the 
prime  of  his  life  and  the  effect  it  has  taken  on  his  family 
makes  me  hope  and  pray  that  someday  through  the  help  of  our 
modern  technology  we  can  develop  a way  to  combat  H.D.  and  elimi- 
nate all  the  suffering  that  goes  along  with  it.  The  family  of 
the  stricken  person  goes  through  so  much  just  because  they 
don't  know  whether  or  not  they  can  get  it,  and  there  is  nothing 
they  can  do  but  v/ait  and  hope.  Through  Federal  aid  and  funding 
of  programs  designed  to  help  combat  this  disease  and  help  the 
families  it  has  taken  its  toll  on,  the  strain  may  be  eased 
just  a little  on  everyone  and  I believe  this  is  v;hat  should  be 
tried  to  be  accomplished. 
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TIM  ELLENZ 

TIPTON,  KANSAS  MAY,  1977 


I think  this  disease  is  very  serious,  and  if  there's  any 
chance  at  all  of  curing  this  disease  (H.D.) , to  do  it  soon. 

I got  a friend  that  might  have  H.D.  and  maybe  his  brothers 
and  sisters  could  have  it.  So  I hope  they  can  find  the  cure 
before  it's  too  late.  They're  a great  family  to  know. 

Age:  15 

Male 

Student 
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LARRY  EMERSON 

TIPTON,  KANSAS  MAY,  1977 


I would  like  to  have  the  Government  provide  funds 
for  grant  money  for  the  cure  of  Huntington's  disease. 


/ 
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ELLEN  EVANS 

WICHITA,  KANSAS  APRIL  13,  1977 


My  name  is  Ellen  Evans,  I am  14  and  in  the  ninth  grade. 

My  father  had  H.D.  and  this  is  the  way  it  hurt  me.  I really 
cared  about  my  father  and  when  I found  out  he  had  H.D.  I knew 
some  day  he  wouldn ' t be  around  to  watch  me  grow  up . I am 
really  afraid  that  I might  have  H.D.  and  then  not  be  able  to 
bear  children  of  my  own.  I was  always  close  to  my  father,  I 
cared  more  for  him  than  my  mother.  He  was  always  sweet  to 
me.  He  showed  that  he  loved  me.  And  my  mother  never  did. 

My  mother  and  father  were  separated  in  1968.  They  never 
got  along  that  I could  see;  she  was  always  putting  him  down 
for  not  being  a good  father  and  for  walking  out  on  us  children, 
his  own  kids.  She  always  said  he  never  cared.  Finally  one 
night  God  took  him  away  from  me.  God  killed  him,  God  took 
him  away  for  good  leaving  me  never  to  be  able  to  say,  "I  love 
you.  Daddy,"  in  his  face  ever  again.  Out  of  all  the  fathers 
in  the  world,  God  had  to  kill  my  father.  The  hatred  came;  I 
ran  away  from  home.  I went  out  to  get  back  at  the  world  be- 
cause of  the  disease  my  father  died  from.  And  I did;  I got 
into  trouble  with  the  law.  I'll  never  get  over  the  fact  of 
my  father's  death. 

This  is  what  I'd  say  to  God  since  He  is  so  great.  Why 
does  He  kill  people?  WHY! I THAT  IS  HOW  I FEEL. 
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KDWIN  FAIR,  M.D. 

PONCA  CITY,  OKLAHOMA  APRIL  15,  1977 


I received  a letter  April  15  from  E.  Simon  Sears,  M.D.  asking  me  for 
a written  testimony  to  be  submitted  to  you  by  April  19  concerning  the 
[iroblems  of  Huntington's  Disease  research.  I am  happy  to  comply  with 
this  request. 

The  fact  that  I was  given  only  four  days  to  prepare  this  testimony  is 
really  no  inconvience  because  I don't  know  that  much  about  Huntington's 
Disease.  Dr.  Sears  letter  was  educational  and  informative  to  me.  It  is 
my  opinion  that  research  on  Huntington's  Disease  could  best  be  facilitated 
in  research  centers  such  as  the  medical  schools  where  ample  clinical  material 
would  be  available.  A registry  of  Huntington's  Disease  families  would  be 
useful  to  us  in  our  work  although  we  encounter  it  rarely. 
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LOUIS  FINOCCHARIO 

KANSAS  CITY,  KANSAS  MARCH  28,  1977 


STATEMENT  REGARDING  HUNTINGTON'S  DISEASE 
By  Catholic  Social  Service 

Catholic  Social  Service  has  little  working  experience 
with  persons  who  have  Huntington's  disease.  We  would  appre- 
ciate the  availability  of  specialized  services  for  such  per- 
sons or  practical  consultation  to  help  us  adapt  our  social 
services  to  such  a person. 

It  does  appear  to  be  an  area  where  more  knowledge  is 
needed,  especially  in  regard  to  the  psychological  and  social 
challenges  faced  by  those  with  H.D.  We  support  efforts  to 
enable  all  people  to  be  treated  with  dignity,  regardless  of 
the  particular  physical,  medical  or  other  characteristics  that 
make  some  people  feel  "different"  or  isolated  from  the  main- 
stream of  life. 
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TERESA  FORD 

TOPEKA,  KANSAS  APRIL  20,  1977 


For  as  long  as  I can  remember  my  mom  has  been  different, 
kind  of  funny  compared  to  other  mothers.  My  younger  brother, 
Casey,  and  I had  very  strict  rules  on  us . I can  remember 
crying  because  I could  never  go  to  Girl  Scout  camp  or  spend 
the  night  with  my  girlfriends  like  other  kids  could.  My 
brother  cind  I were  very  close  and  we  had  each  other  so  it 
wasn't  so  bad.  My  dad  was  the  only  thing  that  made  it  possi- 
ble to  have  any  freedom  at  all.  He  always  fought  my  mom  to 
let  loose  of  us  kids.  It  seemed  like  they  were  always  in  a 
fight.  As  we  grew  older  we  broke  out  of  Mom's  chains.  In 
fact,  sometimes  I think  we  broke  out  too  much;  but  we  had  been 
held  at  home  too  long,  too  tight.  I can  remember  when  we 
found  out  she  had  Huntington's  disease.  It  was  a bad  time 
for  our  family.  We  knew  something  was  wrong  because  she  was 
unreasonable  in  her  thinking,  but  her  dizzy  spells,  constant 
nausea  and  a swollen  tongue  led  my  dad  to  put  her  in  the  hos- 
pital for  tests.  They  kept  her  there  for  3 weeks  and  when 

they  let  her  out  they  proclaimed  she  had  H.D.  She  was  very 
depressed.  She  wanted  to  be  by  herself;  she  was  very  bitter 
and  hateful. 

I can  remember  some  bad  scenes  when  my  mom  would  slap  my 
dad  and  throw  a glass  of  water  in  his  face.  I can  still  see 
her  laying  on  the  floor  kicking  and  screaming,  like  a maniac, 
pulling  her  hair  practically  out  of  her  head.  Back  then  I 
think  Casey  and  I were  kind  of  scared  of  her.  We  didn't  under- 
stand what  her  problem  was,  but  now  I can  see  her  anger  and 

frustration  at  life  in  general.  She  made  life  for  us  kids 
as  tough  as  possible.  It  seemed  she  hated  all  our  friends  and 
anything  we  wanted  to  do  that  didn't  include  her.  She  loved 
us  but  she  was  too  scared  of  losing  us.  I'd  say  I was  about 
13  when  all  of  this  was  happening;  Casey  was  12.  My  mom  was 
about  40,  and  my  dad  about  35  years  old.  He  was  younger  than 
my  mom.  My  mom  was  so  mean  to  my  dad,  sometimes  I hated  her. 

He  had  to  do  the  housework.  She  didn't  even  want  us  kids  to 
do  it,  just  my  dad.  She  rode  him  about  anything  and  everything. 
She  bothered  him  at  work  and  from  the  second  he  walked  in  the 
door  at  night  until  he  left  for  work  the  next  morning. 

It  is  like  she  was  a child  and  couldn't  handle  anything.  I 
know  my  dad  loved  her  and  wanted  to  help  her;  also  he  didn't 
want  to  leave  us  kids  but  I really  don't  see  how  he  stood  it 
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as  long  as  he  did.  He  finally  divorced  her  a year  ago  and 
is  remarried  now.  It  could  take  hours  to  explain  everything 
that  has  happened  but  no  doctors  have  been  able  to  do  any- 
thing for  her. 

They  give  her  medicine  that  makes  her  sick  to  her  stomach, 
so  she  won't  take  it.  She  won't  go  to  the  hospital  because 
she  is  afraid  she  won't  be  able  to  leave.  I feel  so  sorry 
for  her  but  I know  she  should  be  in  some  type  of  care  home. 

She  is  53  years  old  now.  She  does  really  remarkably  well. 

She  does  fall  down  and  lose  her  balance.  She  can't  speak  plainly 
but  her  thinking  seems  to  be  a little  better.  Since  the 
divorce  she  seems  happier.  My  dad  is  remarried  and  this 
doesn't  bother  her  at  all.  My  brother  and  I live  in  our  own 
houses  now  so  she  lives  by  herself.  It  seems  like  it  was 
on  my  dad's  shoulders  for  years  and  now  it's  not  his  problem 
anymore;  it  is  me  and  my  brother's  and  we  don't  know  what  to 
do.  We  never  hear  anything  and  her  doctors  seem  to  know 
nothing.  I love  her  very  much  but  I can't  stand  to  see  what 
is  slowly  happening  to  her.  It  is  depressing  and  at  times 
embarrassing.  She  wants  to  go  out  places  still  of  course, 
especially  restaurants,  yet  she  is  embarrassing  to  be  with. 

I am  ashamed  to  say  that  at  times  I am  embarrassed  to 
be  seen  with  her.  She  spills  things  or  shouts  at  waitresses 
and  I can't  help  but  wince  a little  bit  everytime  it  happens; 
yet  she  wants  to  be  noinmal  and  do  normal  things  so  I don't 
want  to  deprive  her  of  these  few  joys  she  does  have  left. 

I would  never  let  her  know  I felt  like  this.  Lately  I have 
found  myself  getting  more  and  more  bitter  about  the  whole 
situation.  I love  her  but  I get  tired  of  seeing  her  and 
getting  all  wound  up  over  her  little  disasters  and  I find 
myself  taking  her  problems  home  with  me.  It  affects  how  I 
treat  my  friends  and  the  rest  of  my  family. 

I find  myself  being  mad  and  resentful  to  my  dad.  I 
treat  him  mean  and  take  out  my  frustrations  on  him  because 
he  can't  stand  up  for  me  and  take  some  of  the  responsibility 
anymore.  I am  always  mad  at  my  brother  for  not  going  to  see 
my  mom  more  or  getting  abrupt  with  her.  In  a sense,  I am 
crying  out  for  help  but  there  is  none.  Sometimes  I feel 
like  I'm  going  crazy.  I know  for  my  own  good  I should  just 
break  away  but  I can't.  I think  of  her  sitting  alone  in  her 
room  and  the  thought  makes  me  get  up  and  drive  over  to  her 
apartment.  We  have  not  heard  of  anything  to  help  her  yet, 
but  it  would  be  a true  blessing  if  something  would  turn  up. 

As  far  as  thinking  about  my  own  future,  it  really  kind  of 
makes  me  sick. 
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GENEVIEVE  J.  GAINES,  M.T. 

WICHITA,  KANSAS  FEBRUARY  24,  1977 


How  does  one  go  about  saying  what  one  individual  feels 
when  they  are  "at  risk?"  My  association  with  friends  who  are 
"at  risk"  is  one  of  utter  and  complete  frustration  and  anxiety. 
There  is  sometimes  years  before  a diagnosis  can  be  made  from 
the  first  onset. 

One  patient  was  having  signs  and  symptoms  at  age  26. 

The  diagnosis  was  not  made  until  age  40.  This  is  a total  of 
14  years.  Imagine  the  frustrations  of  both  husband  and  wife 
over  a span  of  14  years. 

As  to  how  long  a patient  can  be  cared  for  at  home  varies 
greatly  from  patient  to  patient.  The  above  patient  had  a very 
bad  mental  disturbance  before,  during,  and  after  diagnosis  and 
today  does.  The  only  control  for  this  is  tranquilizers  and 
this  is  given  in  heavy  doses.  She  could  not  have  remained  at 
home  without  constant  medical  care  and  supervision. 

The  problem  of  nursing  homes  is  finding  those  who  will 
accept  an  H.D.  patient.  The  cost  is  tremendous.  Very  often 
nursing  homes  know  nothing  about  the  disease. 

The  court  procedures  and  expense  a spouse  must  go  through 
is  a shattering  experience.  The  above  patient  was  incompetent, 
therefore  had  to  be  declared  so  and  her  husband  made  guardian. 
Our  state  law  (Kansas)  is  of  such  that  when  a person  of  this 
nature  is  in  a state  institution,  such  as  Lamed,  for  30  days 
he  or  she  is  then  released,  which  happened  in  this  case.  The 
husband  was  informed  she  had  improved  enough  to  go  home.  There 
is  no  way  for  an  H.D.  patient  to  improve  even  1/10  of  a percent 
mentally  or  physically. 

The  problems  of  an  advanced  H.D.  patient  are  many.  They 
can  no  longer  write  because  of  chorea  movement  and  cannot  con- 
centrate because  of  the  mental  impairment.  They  have  difficulty 
in  swallowing  and  are  inclined  to  choke  on  their  food,  in  fact 
death  can  come  about  this  way.  The  speech  becomes  so  impaired 
that  one  cannot  understand  them.  Suicide  is  not  uncommon.  Walk- 
ing becomes  impossible  and  wheelchairs  are  needed.  Again,  there 
are  no  medications  for  these  things  except  tranquilizers  and 
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they  do  not  help  the  chorea  movement.  There  are  skeletal 
changes;  features  become  distorted.  Mental  capacity  becomes 
nil . 


This  patient  was  misdiagnosed  three  times.  It  took  much 
reading,  telephone  calls  (long  distance)  travel  and  expense  on 
the  husband's  part  to  find  out  where  this  patient  could  be  diag- 
nosed. The  husband  spent  large  sums  of  money  with  physicians 
who  did  not  recognize  the  disease,  with  a psychiatrist  that 
gave  this  patient  shock  treatment  three  times.  This  should 
not  have  happened  and  should  not  be. 

Physicians  and  other  professionals  need  more  medical  train- 
ing in  order  to  become  more  aware  of  this  disease.  How  to 
diagnose,  hopefully  at  an  earlier  stage  than  now. 

Scientist  or  research  physicians,  such  as  Dr.  R.  Neal 
Schimke  and  Dr.  Dewey  Ziegler  at  Kansas  University  Medical 
School,  should  be  aided  by  grant  support  or  any  other  means 
for  this  disease. 

Drs.  Ziegler  and  Schimke  are  already  doing  research 
funded  only  by  what  James  E.  Noonan  has  been  able  to  supply. 

This  was  started  long  before  the  national  society  was  ever 
heard  of. 

A research  program  would  definitely  be  beneficial  to 
many  other  diseases,  especially  those  inherited.  It  would 
benefit  any  mental  disease  besides  H.D.  Many  nervous  disorders 
would  benefit. 

A nursing  home  for  H.D.  patients  only  is  needed.  Espec- 
ially if  it  were  built  close  to  a medical  center  such  as  K.U. 
where  medical  students  would  have  the  opportunity  to  observe 
these  patients  in  all  stages  of  the  disease.  There  is  a need 
for  a medication  to  help  ease  these  patients  besides  tranquili- 
zers . 


No  one  arranged  for  any  care  except  the  husband.  No 
agency  or  professional  took  any  responsibility  or  provided 
any  kind  of  special  services. 

Through  the  years  this  husband  has  been  out  at  the  very 
least  $50,000  of  the  family  income  for  care  and  services.  I 
might  add  here  there  are  ten  children  in  this  family  who  are 
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"at  risk."  At  the  time  of  the  diagnosis  all  were  living  at 
home . 


The  hospitals  were  willing  but,  then  and  now,  do  not  have 
any  treatment  for  these  patients. 

There  wasn't  and  isn't  any  health  care  available.  As  for 
homemaker  services  this  husband  had  to  pay  for  a housekeeper 
before,  during,  and  after  the  diagnosis.  No  respite  care  or 
home  health  aids  have  been  available  to  him  nor  has  he  been 
able  to  attain  them. 

This  patient  does  not  qualify  for  disability  insurance. 
There  is  absolutely  nothing  available  for  this  family  or  patient. 
State,  national  or  through  any  other  agency.  Medicaid  and 
welfare  state  he  makes  too  much  money.  How  come  a man  with 
only  a $10,000  a year  position  with  these  kind  of  circumstances 
makes  too  much  money?  How  can  he  manage  to  keep  his  head  above 
water?  He  does  have  a health  insurance  program  that  pays  80% 
of  the  nursing  home  and  drug  bill.  The  fee  for  the  home  is 
$16.50  per  day  and  two  months  out  of  the  year  are  not  covered, 
leaving  him  at  least  $2,058  a year  on  nursing  care  alone.  Drugs 
cost  around  $50  or  more  a month.  The  doctor's  bill  is  not 
covered  by  insurance  and  this  is  at  least  $10  a month.  Glasses 
repair  is  constant  as  this  patient  has  temper  tantrums  and 
throws  her  glasses  and  they  break.  Not  covered  by  insurance. 

If  he  were  to  quit  his  position  for  a better  paying  position, 
there  would  be  no  insurance  coverage  for  this  patient. 

With  the  medical  expenses  of  this  patient,  his  children 
have  had  to  do  without  many  things.  In  raising  a family,  he 
has  encountered  many  other  medical  expenses.  He  has  had  to 
mortgage  all  of  his  life  insurance  policies.  Keeping  taxes 
paid  on  his  property  has  been  very  difficult.  There  are  so 
many  things,  one  cannot  even  begin  to  mention  them. 

I can  clearly  state  that  if  a husband  or  wife  makes  a 
certain  pay  scale,  there  isn't  any  help  private  or  governmental, 
unless  a patient  happens  to  be  a veteran.  Stating  another 
case,  a wife  whose  husband  is  in  a VA  Hospital  with  H.D.  Even 
so,  she  was  told  by  a social  worker  who  knew  nothing  about  the 
disease  that  he  could  come  home.  There  is  never  any  way  for 
an  H.D.  patient  to  improve,  just  get  progressively  worse. 

Another  wife  divorced  her  husband  because  she  could  not  care 
for  him  at  home  any  longer.  Then  she  was  able  to  place  him 
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in  a state  hospital.  However,  Social  Security  is  only  allow- 
ing her  to  keep  $50  a month  for  her  three  daughters.  The  rest 
goes  into  a savings  account  for  him  in  case  he  should  get 
better  I.  No  way. 

She's  a waitress  trying  to  support  her  girls  and  herself. 
There  are  many  things  that  should  be  addressed  to  Congress: 
financial  aid,  health  insurance,  and  much,  much  research  done 
for  family  and  patients. 

No  one  provided  any  genetic  counseling  except  the  husband. 
I might  add  he  knows  more  about  the  disease  and  its  progress 
than  the  average  M.D.,  counselor,  social  worker,  etc.  There 
is  some  available  but  these  have  to  be  paid  for  too!  How  can 
you  use  vocational  rehabilitation?  This  patient  and  90%  of 
H.D.  patients  cannot  be  rehabilitated.  There  was  none  offered 
anyhow . 

How  can  you  explain  the  problems  of  the  families,  marri- 
age, etc.?  How  can  you  explain  what  it  is  like  raising  a 
family  under  this  shadow?  Believe  me,  it  isn't  easy.  The 
marriage  is  over  but  this  man  cannot  get  a divorce  without 
paying  alimony.  What  would  he  pay  alimony  with?  He  is  en- 
titled to  a life  besides  complete  and  utter  drudgery  which  it 
has  become.  How  can  his  children  feel  they  could  have  a family 
other  than  by  adoption?  They  certainly  don't  want  to  pass  this 
dreaded  disease  on. 

As  for  personal  and  social  development,  this  man  has  no 
social  life.  How  do  you  explain  to  people  about  the  disease? 
Unless  you  have  lived  with  it,  you  cannot  possibly  know  the 
terror  it  holds.  You  don't  say  to  friends,  "I  saw  my  wife  try 
to  drown  one  of  our  children,"  or  "My  wife  couldn't  prepare  a 
meal  with  the  house  full  of  food."  How  do  you  tell  people 
that  out  of  a 34-year  marriage  you  have  spent  27  years  doing 
most  of  the  cooking,  cleaning,  washing,  taking  care  of  sick 
children  by  yourself?  She  might  have  gotten  the  floor  swept 
but  couldn't  get  the  dirt  in  the  dust  pan.  She  might  have 
managed  to  wash  a load  of  clothes  but  couldn't  get  them  on  the 
line  or  into  the  dryer--let  alone  folded  and  put  away.  He 
couldn't  trust  her  to  go  shopping  for  food  because  she  came 
home  with  things  they  didn't  need  and  nothing  they  did  need. 

How  do  you  explain  that  even  though  your  life  has  been  very 
busy,  it  has  been  lonely  and  empty  and  how  you  long  for  a 
normal,  routine,  and  clean  household.  How  can  you  explain  that 
your  wife  had  an  abnormal  sexual  drive  and  wouldn't  take  birth 
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control  pills?  How  he  slept  many  nights  in  the  car  because 
he  didn't  want  any  more  children.  How  do  you  explain  the 
traumatic  impact  on  his  children  then  or  now?  Personally  and 
socially,  how  do  you  explain  the  financial  burden?  There  is 
no  way  unless  you  have  lived  it.  How  does  a wife  tell  people 
how  her  husband  threw  their  2-year-old  child  against  the  wall? 

Yes,  there  was  counseling  for  many  of  his  children  and 
paid  for  by  the  husband. 

The  children  are  suspicious  of  outsiders  to  a degree. 

They  are  suspicious  part  of  the  time  of  their  own  father. 

There  is  an  emotional  disturbance  in  the  household. 

How  do  you  explain  that  this  father  and  husband  did  not 
smoke  or  drink  12  years  ago?  Now  he  smokes  and  has  a strong 
tendency  toward  alcoholism.  He  was  a pillar  in  his  church. 

He  still  goes  faithfully  to  church  and  believes  strongly  in 
God,  but  does  not  measure  up  to  a pillar.  He  is  often  cynical 
where  he  didn't  used  to  be.  How  can  you  explain  or  tell  people 
that  you  can  see  signs  and  symptoms  in  your  children  because 
of  your  long  experience  with  the  disease?  How  can  you  tell 
people  of  the  mood  levels  in  the  very  young  that  is  the  very 
image  of  their  mother?  How  can  you  say  this  breaks  my  heart 
every  day?  How  do  you  say  that  at  the  very  least  fifty  percent 
of  my  children  will  have  this  disease,  and  most  families  he 
has  met,  it  has  been  over  fifty  percent?  How  do  you  tell  people 
as  a husband  and  parent  you  are  physically  and  emotionally 
exhausted? 

How  do  you  explain  to  people  that  doctors  are  not  edu- 
cated enough  about  H.D.  and  at  least  eighty  percent  or  more 
do  not  recognize  the  disease?  How  can  you  explain  an  M.D. 
saying  to  a parent,  "I  don't  know  what  this  child's  chances 
are.  I shall  have  to  look  it  up,"  and  the  parent  saying,  "I 
can  tell  you,  it  is  at  least  50  percent,"  and  the  M.D.  saying, 

"I  said.  I'll  have  to  look  it  up."  How  can  you  tell  people 
about  a man  who  without  too  much  help  from  anyone  but  his 
sister-in-law  managed  to  set  up  a research  program  at  Kansas 
University  Medical  Center  from  private  funds?  Long  before 
National  was  ever  heard  of.  How  do  you  tell  people  about  a 
12-year-old  daughter  that  doesn't  even  remember  her  mother 
being  at  home  and  asks  to  go  see  her?  How  do  you  tell  people 
that  she  cried  for  two  days  afterward? 
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How  do  you  list  and  tell  all  of  the  experiences  and 
difficulties  encountered,  as  a result  of  one  parent  being 
an  H.D.  victim?  It  would  take  at  least  another  30  pages 
and  many  more.  How  can  you  tell  people  that  your  children 
still  expect  you  to  find  a miracle  somewhere? 
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CARI,  CASPER 
TIPTON,  KANSAS 


MAY,  1977 


I an\  a friend  and  classmate  of  someone  that  might  have 
H.D.  They  need  money  to  find  the  cure  for  this  terrible 
disease.  The  research  takes  time  and  money.  If  the  U.S. 
Government  gives  money  to  other  organizations  I think  the 
U.S.  should  give  money  for  Huntington's. 
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RICHARD  GASPER 

TIPTON,  KANSAS  MAY  4,  1977 


I have  a friend  which  his  father  has  Huntington's  dis- 
ease. I would  like  to  help  with  this  letter  to  try  to  raise 
money  for  a cure  for  this  disease.  My  friend  has  seven 
brothers  and  sisters,  which  used  to  live  in  our  town.  We 
are  making  a class  project  to  help  fight  this  disease.  A 
lot  of  us  are  writing  letters  to  help  raise  money  to  stop  this 
disease. 

Sex;  Male 
Age : 15 
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MAHLI-:  GOODWIN 

SALir.’A,  KANSAS  APRIL  11,  1977 


My  son-in-law  died  in  a veterans  hospital,  the  victim  of 
inadecjuate  care,  as  one  afflicted  with  H.D.  He  was  in  the 
adVvinced  stages  and  left  alone  to  feed  himself  and  died  from 
suffocation,  food  lodged  in  the  windpipe. 

My  daughter  worked  to  support  the  family  (five  children) 
and  could  not  be  at  home  to  supervise  her  husband,  therefore 
placed  him  in  the  Veterans  Hospital.  Had  there  been  some  kind 
of  home  care  program  available,  perhaps  he  could  have  lived 
with  his  family  and  his  life  extended. 

I truly  feel  there  are  many  services  needed  in  connection 
with  H.D.,  such  as  education,  home  care,  financial  aid,  etc. 


Wichita,  Kansas 
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DONALD  R.  GRIFFITH 

GLENWOOD,  MISSOURI  OCTOBER  5,  1976 


My  wife,  Betty  Griffith,  has  HD.  We  have  three 
children  and  six  grandchildren  at  risk--so  we  have  a 
real  concern  in  the  future  program  for  control  and  cure 
of  Huntington's.  Betty  has  one  sister  and  one  brother 
who  do  not  have  HD  and  had  two  brothers  who  died  as  vic- 
tims of  the  disease  at  a young  age.  This  was  all  un- 
known as  Betty  was  adopted  and  family  medical  history 
was  unavailable — compounding  difficulties  in  diagnosing 
disease.  First  let  me  tell:  In  1955  my  wife  had  a 

baby  born  by  breach  at  7 1/2  months  and  medical  indica- 
tions showed  something  was  wrong.  She  spent  six  weeks 
in  Grimm  Smith  Hospital  at  Kirksville,  Mo.  Only  diagno- 
sis by  three  doctors  was  "Do  not  have  any  more  children." 
She  progressively  developed  depression,  inability  to  make 
decisions,  loss  of  weight,  constant  body  movements,  care- 
less personal  hygiene,  loss  of  ability  for  care  of  house- 
hold chores,  etc.  In  1960  she  entered  Kirksville  Oste- 
opathic Hospital  and  clinic  and  after  complete  examina- 
tions and  treatment  she  ended  up  in  Psychiatrics — no 
diagnosis.  In  1967  she  entered  St.  Joseph's  Hospital 
and  Clinic  at  Centerville,  Iowa.  They  could  not  find 
cause  of  trouble  so  they  entered  her  to  University  of 
Missouri  Medical  Center  at  Columbia,  Mo.  She  went 
through  seven  Clinical  Departments  and  after  six  months 
they  did  not  diagnose  the  trouble.  In  1969,  she 
entered  Laughlin  Hospital  and  Clinic  for  treatment  of 
a fall,  and  Dr.  Valleck's,  a heart  specialist's  diagnosis 
cf  the  trouble  was  Huntington's  Chorea.  WHAT  A RELIEF. 
After  hospitalization  and  seeing  31  doctors  for  services 
totaling  over  $36,000.  one  doctor  recognized  the  disease. 
After  careful  study  and  reading  what  meager  information 
I could  find  from  medical  books,  I decided  to  take  care 
of  her  myself  as  long  as  I can.  It  has  been  a rewarding 
experience  and  the  will  of  God  has  beamed  down  on  us  as 
she  is  much  improved. 

From  the  progression  of  the  disease  of  which  six 
years  were  spent  bedfast,  three  years  in  a wheelchair 
(completely  wearing  out  two) , being  hand  fed  for  two 
years — she  has  learned  how  to  walk  again,  dress  herself, 
take  care  of  cleanliness  chores,  answer  telephone  and 
is  able  to  write.  Occasionally  the  being  able  to  not 
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swallow  food  and  drink  frequent  her  daily  life  but  are 
'jottintj  loss  and  less  often.  The  longest  period  was  for 
fivo  consecutive  meals.  Her  weight  has  gained  from  a 
low  of  84  Ibs-size  14  dress  to  126  lbs  - size  18  dress. 

She  is  able  to  care  for  herself  and  joins  family  in  acivities 
by  reading,  watching  television,  corresponding,  etc. 

The  problems  I have  encountered  so  far  are; 

1.  The  inability  of  doctors  to  diagnose  Huntington's. 
They  probably  know  of  or  have  heard  of  Huntington's  but  are 
not  aware  of  symptoms. 

2.  The  treatments  which  we  are  using  were  suggested  at 
chapter  meetings  of  Huntington's.  On  conveying  this  informa- 
tion to  family  doctor  and  under  his  direction,  we  have  been 
able  to  receive  an  improvement  in  my  wife's  health.  We  are 
using  "Deaner. " 

3.  Our  outlook  on  the  future  is  optimistic  if: -Research 
can  be  coordinated  in  the  direction  of  obtaining  a satisfac- 
tory cure  and  tests  for  those  at  risk  to  determine  if  they 
have  Huntington's  or  not.  Undue  duplication  or  repetition 

of  researchers'  time,  effort,  and  money  is  wasteful  and 
costly . 

4.  We  live  in  area  that  is  rural  and  cannot  undertake 
or  attempt  to  take  an  active  role  in  community  affairs.  To 
most  people  this  is  catastrophic  but  to  us  it  doesn't  bother 
my  wife  or  I as  we  feel  that  our  role  is  to  help  find  a cure 
as  quick  as  possible  to  pass  on  to  our  family  at  risk. 

5.  Through  quirks  of  the  Social  Security  laws  we  have 
been  unable  to  get  disability  payments.  My  wife  is  an  R.N. 
and  we  were  turned  down  because  she  hadn't  paid  any  monies 
in  the  past  ten  years.  She  hasn't  been  able  to  work  since 
1962.  These  need  to  be  adjusted.  Out  hospitalization 
policy  allows  for  two  confinements  for  a nervous  disorder 
disease.  She  has  had  hospitalization  once — one  more  to  go, 
then  it  is  cancelled.  A Medicaire  program  would  help  even 
though  I intend  to  care  for  her  as  long  as  I can.  From  my 
observations  I feel  she  is  in  a lot  better  shape  physically 
and  many  other  forms  of  care  are  not  suited  to  Huntington's. 
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NELLIE  GROSHART 

SIOUX  FALLS,  SOUTH  DAKOTA  OCTOBER  30,  1976 


Why,  why,  why?  Why  our  family?  Why  me  and  the  risk  to  my 
children  and  grandchildren? 

As  a small  child  I remember  my  grandfather  giving  us  kids 
candy  at  various  times.  Then  all  at  once  he  wasn't  around  any- 
more. Years  later  we  went  to  his  funeral  and  my  mother  and 
some  of  the  others  talked  about  him  having  been  in  an  institu- 
tion of  some  kind.  It  was  all  hush-hush  and  it  wasn't  until  my 
mother  began  to  show  chorea  movement  symptoms  that  we  children 
learned  about  Grandfather's  Huntington's  chorea.  My  great-grand- 
father was  said  to  have  "walked  like  a drunken  man." 

There  were  eight  in  Great-grandfather's  family.  Most  of 
them  had  Huntington's  and  we  have  lost  track  of  the  following 
generations  so  don't  know  how  many  may  have  had  the  disease. 

My  grandfather  had  eleven  children,  twenty  grandchildren, 
a dozen  or  two  great-grandchildren  plus  great-great  grandchil- 
dren. Four  or  possibly  five  of  the  children  had  H.D.  including 
my  mother.  Three  grandchildren  have  died  with  the  disease,  and 
five  or  more  have  it  now,  plus  one  great-grandchild.  There  have 
been  at  least  five  suicides  in  our  family  history. 

As  far  as  I know,  in  all  the  many  cases  of  H.D.  in  our 
family,  there  has  been  no  difficulty  in  being  diagnosed  as 
having  the  disease.  It  just  was  not  discussed  outside  the  adult 
family  in  those  days.  And,  of  course,  there  wasn't  much  medica- 
tion or  treatment  for  the  patients.  Some  were  cared  for  at  home. 
Most  patients  were  taken  to  mental  or  other  institutions  and  in 
the  later  years  to  care  homes,  as  was  my  mother. 

What  can  the  future  hold  for  us  who  have  H.D.  and  for  those 
at  risk?  We  need  all  the  help  and  support  we  can  get  through 
organizations,  committees  and  commissions.  We  ask  for  your 
continued  thoughtful  cooperation  in  our  struggles  to  find  better 
and  quicker  diagnosis,  treatment  and  possibly  some  day,  a cure. 
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BERTHA  GROTHEN 

JUNIATA,  NEBRASKA  APRIL  20,  1977 


Huntington's  disease  seems  to  be  the  cruelest  killer 
of  victims  who  are  afflicted.  We  know  a young  man  in  his 
late  30 's  who  is  gradually  getting  worse,  and  it  is  painful 
to  see  this  young  man  who  is  the  father  of  three  young  chil- 
dren with  a lovely  wife  to  be  so  afflicted.  Naturally,  they 
"all  suffer!" 

Surely  the  Federal  Government  should  look  into  providing 
funds  for  research  and  help  for  the  families.  Surely  this  is 
not  asking  too  much. 
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ANNE  K . HAERLE 

BOONVILLE,  MISSOURI  APRIL  11,  1977 


I thought  you  might  be  interested  in  the  concerns  of  a 
grandmother  whose  daughter  married  into  a family  with  Hunt- 
ington's disease  in  its  background,  and  had  three  beautiful 
daughters  before  this  tragedy  was  diagnosed. 

If  there  could  only  be  sufficient  research  to  find  some 
way  to  determine  whether  this  defective  gene  is  embodied  in 
the  father  of  my  granddaughters,  it  would  relieve  the  minds 
of  so  many  in  my  category  and  make  thousands  of  citizens 
eternally  grateful. 
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DOROTHY  HAKE 

BELOIT,  KANSAS  APRIL  27,  1977 


I am  very  much  concerned  about  Huntington's  disease. 

While  I have  no  family  of  my  own  and  am  not  afflicted  with 
the  disease,  it  is  my  sister's  family  I am  concerned  about 
(and  all  others  afflicted  with  H.D.  and  their  families). 

Her  husband  began  to  show  symptoms  back  in  the  '30's  (the 
depression  years),  gradually  grew  worse,  with  no  help  available 
except  what  our  local  doctors  could  offer.  She  took  care  of 
him  in  her  home  until  he  died  in  1945.  I'm  sure  you  can  realize 
this  wasn't  easy.  Then,  five  of  her  eight  children  began  to 
show  symptoms  of  H.D.  one  after  another.  Three,  two  daughters 
(each  having  families)  and  a son  have  died  and  two  sons  are  in 
the  VA  hospital  now.  They  don't  want  the  mother  to  come  see 
the  one  son  because  it  upsets  him  too  much  every  time  she 
or  the  family  go  to  see  him.  The  other  son  has  been  in  a 
nursing  home  in  the  same  town  where  his  family  lives,  but  the 
contract  ran  out  so  he's  now  back  in  the  VA  hospital  in  another 
city.  It  is  heartbreaking  to  see  what  this  mother  and  her 
children  and  their  families  have  had  to  suffer.  We  are  so 
thankful  for  what  has  been  and  is  being  done  now  for  these 
unfortunate  victims  but  hope  much  more  can  be  done  both  phys- 
ically and  financially. 

I am  hoping  and  praying  that  the  Commission  hearing  in 
Wichita,  May  10th,  will  be  a success. 
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MRS.  KEN  HAKE 

TIPTON,  KANSAS  MAY  5,  1977 


I'm  interested  in  H.D.  because  of  the  effect  it's  had 
on  relatives  and  friends. 

Its  affliction  on  the  person  and  families  put  them  in 
a financial  and  social  bind.  Our  hope  is  research  can  find 
something  to  help  disease  and  families. 
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I.II.A  HAKK 

TIPTON,  KANSAS  MAY,  1977 


I would  like  to  express  my  views  on  Huntington's  disease. 

I am  a friend  and  a relative  of  someone  who  has  this  disease 
in  her  family.  I am  glad  you  are  trying  to  do  something  about 
this  terrible  disease.  I feel  if  you  do  take  this  to  Congress, 
you  can  get  it  passed,  and  therefore  you  have  a start. 

I hope  everybody  writes  in  and  tries  to  combat  against 
this  disease  for  the  sake  of  all  the  people  who  have  it,  and 
all  the  people  who  will  get  it  in  future  years.  If  you  can 
get  a good  start  on  something,  you  can  feel  better  about  win- 
ning it.  Thank  you. 
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MARIE  HAKE 

TIPTON,  KANSAS  MAY,  1977 


I am  very  much  concerned  about  this  disease  and  hope 
something  can  be  done  about  it.  I have  relatives  that  have 
it  and  especially  for  their  sake  I am  real  concerned.  I 
have  two  nieces  and  one  nephew  that  already  died  from  it; 
and  two  nephews  that  have  it  now;  and  they  are  all  in  the 
same  family.  So  you  see  why  I care. 
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•lf\RK  HAKE 

TIPTON,  KANSAS  MAY  4,  1977 


I have  a good  friend  that  lives  about  70  miles  away 
from  me  whose  father  has  H.D.  They  used  to  live  in  Tipton 
a few  years  ago  and  they  have  eight  kids  in  their  family. 

I know  that  this  disease  has  caused  a lot  of  pain  in  their 
family.  The  bad  thing  about  the  disease  is  that  the  children 
of  the  people  who  have  H.D.  have  a 50-50  chance  of  getting  it. 
And  usually  they  don't  find  out  that  they  have  it  until  they 
are  older  and  they  already  have  started  their  own  families. 

So  there  are  a lot  of  people  that  have  H.D.  (Huntington's 
disease)  and  a lot  more  that  have  a chance  to  get  it.  So 
please  help  fight  the  disease  by  contributing  more  money, 
time,  etc.  to  help  stop  this  terrible  disease. 
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MRS.  NORMAN  HAKE 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  to  tell  you  a little  of  the  sorrow  I have 
seen  in  Huntington's  disease.  My  husband's  uncle  had  it, 
died  from  it,  and  three  of  the  children  have  died  and  two 
are  in  hospitals  from  the  disease. 

I am  going  to  tell  you  a little  about  Harry,  now  a 
patient  at  the  VA  Hospital  in  Topeka. 

He  was  a normal  teenager,  dated,  partied,  and  enjoyed 
life  like  the  rest  of  us.  He  fell  in  love  and  bought  his 
girl  a ring.  About  that  time  he  had  began  showing  some 
tendencies  toward  the  disease.  Knowing  about  the  disease  and 
its  effects  she  refused  the  ring.  He  later  threw  the  ring 
as  far  as  he  could.  He  knew  he  had  no  chance  for  a normal 
life.  He  spent  a lot  of  time  with  us  after  that,  but  as  he 
grew  v/orse,  he  spilled  things  constantly,  knocked  over  chairs, 
and  it  was  hard  to  have  him  come.  Their  mind  is  so  good  you 
know  how  he  must  have  felt.  His  only  hope  was  an  operation 
he  told  us  about.  His  sister  had  the  operation  and  died 
shortly  afterward.  He  lost  hope.  When  he  had  to  quit  driv- 
ing, it  was  like  cutting  off  his  hand.  He  fought  it  so  hard 
they  let  him  drive  much  longer  than  he  should  have.  With 
the  help  of  the  Lord  he  didn't  have  an  accident. 

Harry  eventually  entered  the  VA  Hospital  in  Topeka  where 
he  is  still  a patient.  The  last  few  years  he  hasn't  known 
anyone  but  lies  there  strapped  because  of  the  constant  jerk- 
ing, a living  vegetable.  At  first  when  he  was  in  the  hospital 
they  advised  us  not  to  visit  him  because  he  wanted  to  come 
home  so  badly  that  whenever  someone  from  home  came  to  see  him 
it  took  a week  to  settle  him  down.  Now  he  wouldn't  know  us 
and  I doubt  that  we  would  know  him. 

His  brother,  suffering  from  the  disease,  has  six  chil- 
dren. Half  will  probably  get  the  disease.  His  eldest  daughter 
recently  got  married  and  is  going  to  have  a child.  Instead 
of  being  happy  for  her  everyone  said  how  sad.  Another  child 
conceived  with  a 50-50  chance  of  getting  the  disease.  It  is 
so  heartbreaking  to  see  their  suffering  and  to  know  there  is 
no  help  and  it  might  be  years  and  years  of  suffering.  If  you 
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could  possibly  see  one  of  these  victims  your  heart  would 
just  break.  The  last  time  Harry's  mother  went  to  see  him 
she  made  it  up  to  the  door  and  couldn't  go  in.  The  rest  of 
the  family  with  her,  after  seeing  him,  was  so  glad  she  didn't 
go  in.  How  terrible  must  it  be  to  see  a son  suffering 
so. 

Please  help  us  get  some  funds  to  fight  this  terrible 
disease . 
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SHARON  HAKE 

TIPTON,  KANSAS  MAY  2,  1977 


I am  a relative  and  friend  of  an  H.D.  victim's  daughter 
and  the  last  thing  that  I would  like  to  see  happen  to  her,  is 
to  see  H.D.  come  over  her.  I've  known  her  and  her  family  for 
a long  time  and  it  was  really  hard  just  watching  her  dad 
get  worse  each  day  and  not  being  able  to  do  anything  about 
it.  I saw  him  almost  every  day  because  he  was  the  postmaster 
for  our  town  and  he  was  always  so  cheerful  and  nice  to  every- 
one he  talked  with.  Louis  (the  H.D.  victim)  and  Carol  (his 
wife)  were  good  friends  with  my  parents  so  I really  did  see 
a lot  of  their  family.  It  was  really  depressing  as  the  years 
went  along  because  it  seemed  as  each  year  came  about  Louie 
would  seem  to  stay  at  home  more  and  more.  Finally  he  ended 
up  having  to  go  to  a VA  hospital  and  this  in  turn  had  the  rest 
of  their  family  moving  to  a larger  city  so  they  could  be  closer 
to  him.  It  was  sad  to  see  them  leave,  but  it  was  remarkable 
how  well  they  adjusted  to  their  new  life.  I know  it  would  be 
no  easy  thing  to  have  your  father  taken  away  and  I'm  just 
hoping  and  praying  that  some  people  can  understand  just  how 
bad  this  disease  affects  a family.  Please  help  us  fight  H.D. I I 
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MRS . TED  HAKE 

TIPTON,  KANSAS  APRIL  4,  1977 


I am  very  interested  in  what  is  being  done  to  combat  the 
Huntington's  disease.  I have  seen  what  has  happened  to  three 
of  my  neighbors  and  their  father.  It  is  sad,  especially  when 
it  strikes  a father  with  a large  family. 

We  hope  with  God's  will  more  can  be  done. 
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SARA  HAMMES,  RN , MSN 

UNIVERSITY  OF  KANSAS,  KANSAS  CITY  MAY  2,  1977 


I would  like  to  precede  my  remarks  with  a word  of  appreciation  to 
Mrs.  Marjorie  Guthrie  and  her  staff,  as  well  as  to  you,  members  of 
the  United  States  Congress,  for  your  efforts  in  the  creation  of  the 
Corranission  for  the  Control  of  Huntington's  Disease  and  Its  Consequences. 

As  with  many  other  health  problems,  lay  persons,  not  health  professionals, 
have  taken  leadership  in  getting  this  job  accomplished. 

The  education  of  professionals  involved  in  the  care  of  persons  and 
their  families  is  of  greatest  concern  to  me.  Undergraduate  students 
might  learn  the  basics  about  the  disease  process,  patient  management 
and  ongoing  patient  and  family  assistance  relative  to  rehabilitation. 

But  where  can  they  best  learn  to  grapple  with  their  own  hangups  and  mis- 
givings about  the  disease?  I submit  that  small  group  discussions  and 
relevant  audio-visual  material  such  as  films  can  help  prepare  students 
in  this  regard.  The  local  Multiple  Sclerosis  Society  and  the  Epilepsy 
Leagues  have  films  which  can  and  are  obtained  for  student  use;  my  only 
regret  is  that  these  films  are  quite  old  and  not  of  the  very  best  quality. 

If  funding  were  available,  really  good  materials  could  be  designed  concerning 
Huntington's  Disease  and  its  consequences.  Graduate  nurses  who  attend 
post-graduate  educational  programs  benefit  from  the  contributions  of  the 
American  Cancer  Society.  Every  year,  here  at  Kansas  University,  the 
American  Cancer  Society  helps  sponsor  programs  specific  to  the  needs 
of  persons  with  cancer.  It  would  be  extremely  beneficial  if  programs 
related  to  devastating  neurologic  diseases  were  similarly  available. 

Nurses  are  necessary  for  case  finding,  patient  and  family  health  assess- 
ment, and  for  giving  care  and  support  to  patients  and  their  families. 

Unlike  some  of  the  more  popular  areas  of  nursing  practice,  neurologic 

conditions  - which  are  poorly  understood  and  not  readily  amendable 
to  medical  management  - are  often  shunned  by  nurses.  If  such  con- 
ditions receive  the  focus  of  federal,  state  and  private  agencies 
(as  do  cancer,  stroke  and  heart  problems  at  this  time)  there  would 
be  more  impetus  for  nurses  to  go  into  this  area  of  practice.  When 
such  conditions  are  seen  in  the  light  of  what  they  really  are  and 
people  respond  accordingly,  neurologic  medicine  will  move  from  the 
dark  ages  to  enlightened,  enthusiastic  patient  care. 
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f’atient  and  family  support  groups,  such  as  chapters  of  the  Committee 
to  Combat  Huntington's  Disease,  Inc.,  are  beneficial.  Even  more 
support  counseling  and  guidance  with  ongoing  problems  and  concerns 
could  be  provided  by  a psychol ogi st/physician  or  nurse  team  if  monies 
were  available.  Imagine  how  many  lives  could  be  affected  and  how 
much  physical  and  mental  distress  avoided  through  the  effective  use 
of  such  groups. 

Television  is  source  for  public  education.  Children  and  adults, 
previously  programmed  toward  eternal  youth  and  sources  of  contentment 
which  are  incongruent  to  current  concepts  of  psychology,  are  now 
seeking  reality  orientation.  "What  are  our  real  problems  and  solutions 
and  how  can  we  best  deal  with  them  individually  and  collectively?" 
they  are  asking.  The  public,  in  my  estimation,  is  ready  to  learn 
more  about  Huntington’s. 

I want  to  thank  you.  Members  of  the  United  States  Congress,  for  this 
opportunity  to  make  my  views  known.  If  I can  be  of  further  assistance 
to  you,  please  let  me  know. 
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MRS.  WILBUR  HANSON 

ROSELAND,  NEBRASKA  MARCH  31,  1977 


I am  writing  this  letter  in  behalf  of  the  people  who  are 
suffering  from  Huntington's  disease,  and  as  there  are  100,000 
cases  in  the  United  States  who  are  afflicted,  I am  asking  your 
help  for  Federal  funds  to  combat  this  cruel  killer,  which  is 
so  devastating  for  families  who  have  this  problem. 

Our  son-in-law,  who  is  only  40  years  of  age,  is  incapaci- 
tated and  cannot  earn  a living  for  his  family.  He  has  two 
adopted  children  and  one  of  his  own. 

His  wife  is  a registered  nurse  and  trying  to  make  a 
living,  but  with  food  and  clothing  so  high,  and  caring  for 
the  children,  it's  a very  depressing  situation. 

They  are  not  asking  for  assistance  for  themselves,  but 
for  funds  for  research  to  combat  this  terrible  disease,  for 
those  afflicted  and  especially  for  the  future  generation. 
Hopefully  this  can  be  done  so  that  the  Huntington's  disease 
will  soon  have  a cure  to  eradicate  the  situation  for  good. 

Thanking  you  for  your  kind  efforts. 


6-538 


Wichita,  Kansas 


May  10,  1977 


MICHAEL  A.  HELLER 

HUNTER,  KANSAS  MAY,  1977 


In  our  community  there  is  the  presence  of  Huntington's 
disease.  The  high  regard  for  these  individuals  in  our  com- 
munity prompts  me  to  write  and  ask  for  your  help  in  combating 
this  disease.  With  Federal  funding  these  people  and  others 
can  be  helped.  The  disease  is  every  bit  as  terrible  and 
cruel  as  heart  disease,  birth  defects,  etc.  Please  highly 
consider  this  as  a priority  #1  disease. 
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MARK  HELSEL 

HAYSVILLE,  KANSAS  APRIL,  1977 


I am  grateful  for  this  chance  to  express  myself.  My 
grandpa  had  Huntington's  disease.  Now  my  mother,  sister, 
brother,  and  I have  a chance  of  getting  it.  I think  more 
research  should  be  done  to  find  a cure  for  it. 


6-540 


WichiLn,  Kansas 


May  10,  1977 


MARVIN  P.  HELSEL,  SR. 

HAYSVILLE,  KANSAS  APRIL  23,  1977 


Huntington's  families  have  faced  the  deepest  hurts  and 
most  anguish  of  any  people  I know.  It  is  most  gratifying  to 
have  this  opportunity  to  share  some  of  these  problems  with  the 
hopes  of  helping  them  in  some  small  way. 

I have  been  a pastor  for  25  years,  and  have  been  married 
for  30  years.  My  wife,  Pauline,  is  a school  teacher.  She  is 
"at  risk"  for  H.D.  as  her  father  had  the  disease.  She  has 
written  giving  the  history  and  problems  faced  by  her  particular 
family,  so  I will  not  dwell  on  these. 

I have  witnessed  great  suffering  and  anguish  due  to  H.D. 
One  dear  lady,  who  had  cared  for  her  husband  for  a number  of 
years  (H.D.)  got  cancer.  She  was  forced  to  put  him  in  a 
state  institution.  I drove  her  to  visit  him,  regularly,  as 
long  as  she  was  able.  Then  when  she  was  bedfast,  I brought 
him  home  to  visit  her.  Their  only  son  rejected  the  father 
and  would  not  do  this  during  their  last  days. 

I remember  another  family  where  the  husband  cared  for 
his  wife  (with  H.D.)  in  their  home  for  many  years.  When  she 
died  she  was  so  thin  she  weighed  only  50  pounds. 

A short  time  later  that  father  had  to  face  the  suicidal 
death  of  his  only  son.  The  family  believed  it  was  because  he 
was  afraid  of  H.D. 

Three  months  after  my  father-in-law's  passing,  our 
nephew  committed  suicide.  The  family  felt  the  worry  about 
H.D.  was  a contributing  factor. 

Another  patient  was  always  so  depressed.  Every  time  we 
visited,  we  could  hear  her  crying  before  we  arrived,  and  after 
we  left. 

One  patient  that  we  have  visited  has  seemingly  shut  her- 
self off  from  the  world  and  does  not  respond  to  anyone's  visit. 

One  husband  is  fearful  of  talking  about  his  wife's  condi- 
tion because  of  the  implications  it  might  have  for  his  family. 
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One  father  has  had  so  many  problems  because  of  his  wife's 
illness,  and  the  great  financial  burden  he  is  carrying,  that 
he  has  become  an  alcoholic. 

These  are  the  kinds  of  hurts  suffered  by  the  H.D.  victims 
and  their  families. 

We  must  have  medical  facilities  especially  for  the  H.D. 
patient . 

We  need  special  assistance  for  families  in  a financial 
crisis  due  to  the  longevity  of  the  disease. 

We  need  personnel  trained  in  the  care  of  the  H.D.  patient. 

We  need  counselors  who  understand  the  problems  of  the 
families  involved. 

We  must  have  research  to  help  find  the  cause  and  the 
eventual  prevention  of  the  disease. 
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PAULINE  HELSEL 

HAYSVILLE,  KANSAS  APRIL  23,  1977 


Huntington's  families  have  had  a long,  hard  struggle. 

We  are  so  grateful  for  this  opportunity  to  express  ourselves 
in  behalf  of  those  who  are  victims  of  the  disease  and  those 
faced  with  the  cares  and  problems  caused  by  H.D. 

I am  a member  of  a Huntington's  disease  family.  My 
father  died  with  H.D.  and  so  my  four  brothers  and  I are  "at 
risk. " 

My  husband  is  a pastor,  and  I am  a school  teacher.  We 
have  been  married  for  30  years.  We  have  three  children,  and 
three  lovely  grandchildren. 

To  give  a little  history  of  the  disease  in  our  family, 
when  I was  a young  girl,  we  often  had  family  dinners  at  Grand- 
pa's  house.  At  that  time,  I was  the  only  girl  with  a number 
of  boys,  and  so  my  mother  insisted  I stay  in  the  house  with 
the  "ladies."  Very  often  these  "ladies"  (my  aunts  and  mother) 
and  my  grandmother  talked  about  whether  Grandpa  was  getting 
"like  his  mother"  (who  had  had  H.D.). 

The  family,  at  that  time,  had  never  been  told  what  the 
disease  was,  or  how  it  was  inherited.  However,  there  was 
enough  experience  to  fear  that  Grandpa  could  get  like  his 
mother  had  been. 

Grandpa  was  showing  some  symptoms  of  H.D.  My  grandma 
did  not  want  Grandpa  to  know  he  was  getting  like  his  mother, 
because  as  a younger  man  he  had  always  said  he  would  commit 
suicide  if  he  thought  he  would  get  like  his  mother. 

My  grandfather  did  get  H.D.  when  he  was  in  his  late 
fifties.  He  lived  with  a daughter  in  the  early  years.  Then, 
as  it  became  too  difficult  for  her  to  care  for  him,  the  chil- 
dren took  him  into  their  homes  and  cared  for  him  for  a month 
at  a time.  There  were  eight  children,  but  his  youngest  daughter 
was  already  becoming  afflicted  with  H.D. , so  she  was  not  able 
to  care  for  Grandpa.  Each  of  the  seven  children  took  Grandpa 
for  a month  at  a time,  and  he  was  moved  from  home  to  home. 

We  loved  our  Grandpa,  but  one  month  was  about  all  we  could 
stand,  both  physically  and  emotionally.  (We  knew  this  moving 
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from  place  to  place  was  very  hard  on  him,  too.)  Every  time 
Grandpa  would  leave  our  house,  I can  remember  how  Mother  and 
we  children  would  stand  in  the  doorway  and  sob.  It  hurt  so 
much  to  see  him  in  that  condition  and  not  be  able  to  help 
him. 

Three  of  my  grandfather's  eight  children  got  H.D. — the 
youngest  daughter  and  two  sons.  One  of  those  sons  was  my 
father. 

The  youngest  daughter  (my  father's  youngest  sister)  had 
one  daughter.  That  daughter  (my  cousin)  also  got  the  disease 
at  a young  age.  She  died  at  the  age  of  39.  She  had  been  in 
the  hospital  for  1 year  and  a nursing  home  for  2 years.  While 
she  was  a patient  in  the  nursing  home,  they  tied  her  in  her 
chair.  One  evening  when  they  went  to  put  her  in  bed,  she  had 
gotten  strangled  by  the  harness  they  used  to  tie  her.  This  is 
another  tragedy  that  has  pained  our  family.  Had  there  been 
trained  personnel,  they  surely  would  not  use  such  a dangerous 
method  of  restraining  a patient.  (She  was  not  at  all  violent.) 

This  cousin  had  three  children.  They  are  young,  and  do 
not  have  H.D.  at  this  time,  but  of  course  have  to  live  with 
the  problems  of  being  "at  risk." 

My  father's  brother,  who  died  with  H.D.,  had  one  son. 
After  his  father's  death,  he  moved  to  Florida.  Our  family 
has  not  had  any  contact  with  him,  and  so  I do  not  know  if  he 
has  H.D. 


There  are  five  children  in  our  family,  four  brothers  and 
myself.  Our  ages  range  from  37  to  53.  At  this  time,  none  of 
us  have  been  diagnosed  as  having  H.D.  However,  my  father  was 
in  his  late  fifties  before  he  developed  the  disease. 

Concerning  the  diagnosis  of  Huntington's  disease  in  our 
family,  while  a student  in  college,  I took  a course  in  "Abnormal 
Psychology."  Our  text  had  a short  article  on  H.D.  It  was 
about  two  paragraphs  long.  Everything  in  the  article  fit  the 
disease  we  knew.  I took  it  home  and  shared  with  some  family 
members.  From  that  time  on,  I always  read  all  the  articles  I 
could  find  on  the  disease,  and  I realized  we  were  a Hunting- 
ton's family. 

When  my  father  had  gotten  the  disease,  and  he  was  no 
longer  able  to  work,  my  mother,  who  had  diabetes,  had  gone 
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bliiui.  My  husband  and  I left  our  professions  and  moved  from 
Pi'nnsy Ivania  to  live  with  my  parents  in  Indiana.  Our  family 
could  not  afford  the  high  cost  of  nursing  home  care.  We 
lived  with  my  parents  for  4 years. 

During  this  time,  I told  our  family  doctor  what  disease 
Dad  had.  He  could  only  find  very  scanty  information  on  the 
disease  and  did  not  know  how  to  treat  it  or  get  medical  help 
for  my  father. 

During  the  time  we  were  living  with,  and  caring  for,  my 
parents  it  would  have  been  a tremendous  help  if  we  could  have 
had  a nurse  or  social  worker  come  to  the  home  a couple  times 
a week  to  help  care  for  our  parents. 

My  father  had  a severe  stroke  and  died  a few  days  later. 
This  was  in  1970.  My  brothers  and  I asked  our  family  doctor 
if  any  research  was  being  done.  We  wanted  to  send  brain  tis- 
sue, or  whatever  could  be  used.  Our  doctor  called  Indianapolis 
to  find  if  anything  was  being  done.  He  was  told  that  no  re- 
search was  being  done.  We  now  know  there  is  and  was,  but  did 
not  know  it  then. 

Through  the  years,  I had  read  little  articles  about 
Marjorie  Guthrie  and  her  work  for  H.D.  However,  those 
articles  did  not  give  specifics,  such  as  an  address  for 
CCHD. 

Then  my  son  sent  us  a copy  of  an  article  in  Today's  Health. 
This  article  told  of  the  work  being  done  by  two  doctors  in 
California.  Doctor  Milton  Wexler  and  another  doctor.  I 
wrote  to  these  doctors.  They  answered  and  sent  the  address 
for  CCHD.  After  we  were  on  the  national  mailing  list  we 
were  contacted  about  an  organizational  meeting  in  Wichita,  and 
have  been  with  the  Kansas  chapter  since  its  first  meeting. 

Concerning  the  problems  of  being  "at  risk"  for  H.D. 

There  are  times  of  stress  and  emotional  upset  for  fear  of 
getting  the  disease,  and  how  my  family  could  provide  care. 

I do  not  want  to  be  a burden  or  problem  for  them. 

At  this  point  in  time,  I am  most  concerned  about  passing 
the  disease  on  to  my  children  and  grandchildren.  If  you  haven't 
experienced  looking  at  your  little  grandchildren  for  the  first 
time  and  having  your  throat  swell  until  you  feel  you  will 
choke--and  you  just  pray,  "Oh  God,  please  don't  let  me  pass 
it  on  to  them. " 
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One  of  the  great  problems  is  not  knowing.  When  we  were 
having  our  own  children,  we  felt  confident  that  my  father  was 
not  going  to  have  the  disease. 

People  advise,  "Don't  have  children  and  you  can  stop  it 
in  one  generation."  This  is  true,  but  not  as  easy  as  it 
sounds.  We  love  our  children  and  grandchildren,  and  would  not 
want  to  miss  the  joy  we  have  had  in  having  them. 

Our  older  son  is  a minister.  He  and  his  family  will  be 
going  to  Thailand  as  missionaries  in  a few  weeks.  Before  they 
married,  he  and  his  wife  decided  they  would  adopt  children 
rather  than  have  their  own.  They  contacted  every  adoption 
agency  they  could  find,  as  well  as  doctors  and  lawyers.  They 
were  not  able  to  find  any  child  to  adopt  (except  a severely 
handicapped  child) , so  they  decided  to  take  the  risk  and  they 
have  one  lovely  little  girl.  Our  younger  son  is  in  junior  high. 

It  is  very  difficult  to  know  how  to  tell  your  children. 

I remember  the  great  shock  I suffered  as  a young  person  when 
I learned  how  the  disease  is  inherited.  We  have  told  them 
the  facts  that  we  know,  so  they  can  make  their  own  decisions 
with  as  much  wisdom  as  they  can  use. 

Being  a mother  "at  risk"  I do  not  want  my  family  to  hide 
or  try  to  keep  from  me  if  I have  symptoms  of  the  disease. 

Rather,  I want  them  to  sit  down  as  a family,  discuss  it  and 
how  we  will  face  the  future  for  the  best  interest  of  all  con- 
cerned. 

I have  been  personally  involved  with  the  care  of  five 
members  of  my  family  who  have  had  H.D.  Two  of  those  were  cared 
for  at  home,  two  died  in  institutions,  and  the  other  one  in 
a nursing  home.  These  situations  were  not  good  because  the 
staff  and  facilities  were  not  proper  for  the  H.D.  patient.  I 
feel  most  comfortable  about  those  we  were  able  to  keep  at 
home  in  spite  of  all  the  family  strain. 

It  would  have  been  a tremendous  help  to  have  visiting 
nurses  or  social  workers  to  make  home  visits  a^d  help  with 
the  patients'  care. 

Institutions  are  not  prepared  for  the  H.D.  patient's  care. 
We  need  special  facilities  for  their  care.  It  seems  that  a 
hospital  unit  or  area  with  nurses  and  personnel  trained  in  the 
special  care  of  the  H.D.  patient  would  be  most  beneficial. 


6-546 


Wichita,  Kansas 


May  10,  1977 


Dointj  "at  risk"  and  knowing  where  I could  be--makes  me 
appreciate  each  new  day.  Every  morning  before  getting  out  of 
bod  I say,  "THANK  YOU  GOD  for  this  BONUS  DAY." 

Thank  you  for  the  opportunity  to  express  our  problems 
and  needs  in  regard  to  Huntington's  disease.  We  are  praying 
the  day  will  soon  come  when  this  disease  will  be  eradicated. 
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DOROTHEA  HENDRICKSON 

WICHITA,  KANSAS  MAY  10,  1977 


It  is  my  feeling  that  this  testimony  should  be  submitted 
as  a Health  Organization  Volunteer  since  it  was  in  this 
capacity  I first  started  my  work  with  Kansas  Chapter  of 
CCHD.  In  the  early  summer  of  1972  Dr.  John  Pearson  asked 
if  I would  help  in  the  organization  of  a state  chapter 
for  Huntington^ s Disease.  I planned  to  participate  only 
in  the  organizational  meeting;  however,  since  July  of 
that  year  I have  served  on  the  state  board  as  its  secre- 
tary. 

Speaking  toward  "non- family”  volunteer  work  several 
things  have  made  an  impression  on  me  and  I will  attempt 
to  give  a brief  outline  of  the  problems  I feel  exist 
insofar  as  the  organization  having  its  fair  share  of 
volunteers : 

1.  I have  been  asked  from  time  to  time  by  friends  as 
well  as  some  relatives  if  I am  not  concerned  that  the 
public  might  decide  I am  "at  risk"  with  a family  con- 
nection to  Huntingtons.  I gave  this  some  careful  thought 
and  it  occurred  to  me  this  question  had  never  been  brought 
up  when  I gave  time  to  the  Heart  Association  and  to  the 
Cancer  Society  (to  name  only  2 other  organizations  I have 
given  time  to),  and  since  my  immediate  family  agreed  with 
me  this  presented  no  problem  or  concern  to  us  - we  would 
give  the  matter  no  further  consideration.  However,  this 
identity  could  make  a difference  in  securing  volunteers 
and  I felt  the  Commission  should  be  aware  of  it. 

2.  During  the  5 years  I have  assisted  the  Kansas  Chapter 
of  CCHD  I have  been  asked  a number  of  times  why  I was 
interested  in  working  for  the  organization  - asked  by 
families  of  and  by  "at  risk"  individuals.  I have,  on 
several  occasions,  received  a guarded  response  to  my 
reply  I am  working  with  the  group  because  I feel  they 
need  help  from  individuals  who  do  not  have  the  worry  of 
H.D.  in  the  family.  Perhaps  this  slight  negative  reaction 
I have  experienced  is  because  not  too  many  years  ago  the 
general  public  had  no  information  on  Huntington's  and 
therefore  they  have  not  experienced  strong  public  response. 
I believe  this  attitude  is  beginning  to  change. 
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My  husband  is  a physician  and  I am  in  constant  con- 
tiicL  with  physicians  from  all  over  the  United  States.  I 
try,  whenever  it  is  logical,  to  mention  I am  helping  in 
an  U.n.  organization.  This  is  my  way  of  stimulating  a 
little  thought  and  interest  within  the  professional  group. 


I have  been  asked  by  profesionals  why  I give  so  much 
time  to  an  organization  which  serves  a small  number 
of  afflicted  individuals  in  preference  to  giving  my  time 
to  Heart,  Cancer,  etc.  I have  tried  to  explain  that 
my  work  is  where  I feel  it  is  most  needed. 

1 believe  all  of  the  above  is  primarily  beginning  to  work 
itself  out  as  Huntington"s  Disease  becomes  more  widely 
discussed  and  publicized.  Just  another  thought  in  the 
area  of  Public  Relations  for  this  disease  entity  --  we 
are  gaining  our  recognition  with  the  initials  H.D.  -- 
however  I have  recently  become  aware  THE  STAR,  a publication 
put  out  by  Hansen's  disease  ( leprosy)  hah  been  using  as 
an  identification  the  initials  H.D.  I feel  some  concern 
that  this  might  change  or  confuse  the  identity  of  Huntingtons 

I have  briefly  given  you  some  remarks  concerning  volunteer 
work  --  I do  feel  it  is  necessary  for  me  to  go  a step  further 
After  working  with  Kansas  Chapter  for  5 years,  I have 
become  very  close  to  many  of  the  individuals  within  the 
group.  I could  very  nearly  qualify,  emotionally,  as  family. 
If  it  is  of  interest  to  the  Commission,  and  if  other  chapters 
are  anything  like  Kansas  Chapter  --  some  of  the  brightest, 
well  educated,  energetic,  and  GIVING  young  people  I have 
ever  had  the  privilege  of  knowing  are  devoting  virtually 
their  lives  to  working  for  and  promoting  progress  within 
the  state  and  national  organizations.  It  is  my  personal 
feeling  these  individuals  and  the  thousands  like  them  over 
the  United  States  should  be  given  every  help  possible  be- 
cause they  are  carrying  a load  that  we  should  try  to 
lighten.  I trust  the  Commission  will  eventually  evaluate 
their  evidence  and  find  a way  to  assist  both  patients 
and  their  families. 
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MILLIE  HENLEY 

TIPTON,  KANSAS  MAY,  1977 


I have  a friend  who  has  H.D.  He  was  a good  businessman, 
with  six  children.  The  disease  started  around  his  42nd  birth- 
day and  no  one  realized  how  that  has  affected  him  and  his 
f ami ly . 

The  family  is  worried  and  fearful  of  their  chances  of 
getting  the  disease.  They  had  to  sell  their  nice  home  and 
move  to  a larger  city  where  the  children  could  get  part-time 
employment  during  the  school  year. 

An  aunt  of  this  gentleman,  who  is  70  years  old,  says  she 
worries  all  the  time  for  fear  she  will  get  the  disease,  as 
three  of  her  brothers  and  sisters  have  developed  it. 

Not  only  the  suffering  of  affected  people  but  the  fear 
and  uncertainty  of  everyone  connected  with  families. 

Thank  you. 
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MR.  AND  MRS.  JIM  HEUERTZ 

ROSELAND,  NEBRASKA  APRIL  20,  1977 


We  work  at  a state  hospital  in  Nebraska  and  have  taken 
care  of  patients  that  have  Huntington's  chorea  and  personally 
know  the  family  of  whom  the  father  has  this  disease.  We 
think  there  should  be  more  money  for  research  of  this  disease 
available . 


6-551 


Wichita,  Kansas 


May  10,  1977 


RUTH  HICKLIN 

WICHITA,  KANSAS  MARCH  14,  1977 


I have  watched  three  people  in  one  family  with  the  horri- 
ble Huntington's  disease.  Actually,  the  sister  has  succumbed 
to  the  disease  and  to  watch  the  two  brothers  deteriorate  is 
quite  heart  rendering. 

Please  bring  this  problem  to  the  general  public  and  also 
let's  have  more  money  for  aid  to  these  people,  more  help  for 
helping  and  solving  this. 

I have  spoken  to  my  coworkers  about  Huntington's  and  they 
don't  even  know  this  exists.  It  should  not  be  a hush-hush  thing. 
All  information  should  be  given  full  publication  and  educate  the 
average  American  to  this  problem.  If  you  or  I were  affected, 
we'd  want  help. 

Thank  you. 
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WALLACK  I).  HINKLE 

VALLEY  CENTER,  KANSAS  MARCH  22,  1977 


During  the  2 years  that  I have  known  the  Schaber's  it 
IS  almost  impossible  to  describe  the  hurt,  sadness,  and  grief 
the  family  has  experienced  from  their  father  having  Hunting- 
ton's disease . 

Any  legislation  that  could  appropriate  funds  for  research 
in  this  area  should  be  made.  I urge  you  to  consider  funding 
for  some  type  of  research  for  Huntington's  disease. 
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CAROLINE  HOFFMAN 

BELOIT,  KANSAS  MAY  3,  1977 


I am  writing  a note  of  the  Huntington’s  disease.  I 
know  of  families  that  have  six  or  seven  in  their  families-- 
which  causes  their  deaths.  More  I know  that  are  in  hospital 
unable  to  help  themselves.  It  started  in  teen  years.  Fam- 
ilies of  the  dreadful  disease  should  have  care  in  the  early 
stages  of  the  dreadful  Huntington's  disease. 


6-554 


Wichiia,  Kansas 


May  10,  1977 


VKW.’A  HOFFMAN 

HOSFLAND,  NEBRASKA  MAY  12,  1977 


I am  writing  this  letter  about  a patient  with  Hunting- 
ton's disease.  He  is  the  husband  of  a friend  of  mine  and  is 
only  40  years  old.  He  is  becoming  increasingly  disabled. 

His  wife  is  a Registered  Nurse  and  breadwinner  for  the 
family.  Their  family  consists  of  two  adopted  children,  and 
last  December  a daughter  of  their  own  was  born.  Now  this 
child  will  have  her  50-50  chance  of  inheriting  or  escaping  the 
disease. 

It  is  my  sincere  hope  that  more  research  can  be  accom- 
plished so  that  patients  who  already  have  the  disease  can 
live  more  productive  and  creative  lives.  Also  that  they  may 
find  a way  of  testing  to  detect  H.D.  before  symptoms  appear. 
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DAVID  0.  HOLT 
WICHITA,  KANSAS 


MAY,  1977 


I have  seen  many  things  that  have  gone  on  in  the 
Schaber  family,  and  the  hurt  and  sadness  that  Huntington's 
disease  has  caused. 
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yu\ H Y ( 'r  I F P’ AN Y ) HOOKER 

DES  MOINES,  IOWA  MAY,  1977 


It's  very  hard  for  me  to  write  this  or  even  know  where 
to  start.  I've  had  to  learn  to  live  with  this  and  under- 
stand myself,  my  past,  and  most  important,  my  future.  It's 
really  sad  that  my  mother  died  in  1973,  a time  in  our  world 
when  everything  seems  brilliant,  and  everyday  you  could  hear 
about  something  you  never  thought  possible;  yet,  my  mother 
died  not  even  once  able  to  grab  for  a something  better;  it 
was  as  if  she  had  leprosy.  As  for  our  family  we  had  leprosy 
also;  we  lost  most  all  our  friends,  and  bitter  fighting  broke 
out  within  the  family--my  mother's  family  and  ours. 

It  all  started  when  my  mother  started  shov/ing  signs  of 
unusual  happenings  like  dropping  things  she  picked  up.  My 
mother  and  father  went  to  Mayo  Clinic  in  Minnesota,  where 
they  have  no  heart!  The  only  thing  they  did  right  was  diag- 
nose her  right,  otherwise  they  put  her  on  the  wrong  medicine 
which  made  her  worse  and  mad-like.  What  upsets  me  the  most 
is  the  five-minute  speech  they  gave  my  dad  to  bring  home  to 
us  kids.  They  told  him  there  was  nothing  they  could  do  for 
my  mother  or  anyone  else,  and  for  us  kids  never,  never  to 
have  children  or  get  marriedi  I felt  I had  just  been  dragged 
through  World  War  II.  If  it  hadn't  been  for  a few  close 
friends  of  mine  I wouldn't  be  here  today. 

It  cost  my  dad  his  business  and  everything  else  to  keep 
my  mother  alive.  No  insurance  would  pay.  My  father  sold  his 
business  and  we  moved  to  Independence,  Iowa,  where  they  have 
a medical  institute  where  she  went  for  treatment.  I went  to 
work  and  put  myself  through  high  school  and  one  year  of  college. 
Not  only  was  it  expensive  to  keep  my  mother  alive,  but  v;e 
couldn't  afford  to  put  her  in  a home  or  anywhere,  so  she  had 
to  stay  home.  It  was  so  hard  for  us  to  live  with  her  every 
day;  it  was  such  a strain  on  the  family. 

So  far  I've  left  out  the  horrors  of  this  story  but  I 
think  you  should  hear  about  them,  like  all  the  times  my 
mother  tried  suicide,  like  being  found  in  a shower  as  cold 
as  ice  and  blue  and  hardly  alive,  and  drinking  liquid  Drano, 
and  taking  a butcher  knife  and  trying  to  end  it  all  because 
you're  a burden  and  nobody  cares,  and  the  times  she  went  for 
walks  and  because  she  walked  funny  and  looked  and  acted 
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different  the  neighborhood  kids  had  been  stoning  her  for 
weeks — but  she  wouldn't  tell  the  family  because  the  kids 
didn't  know  any  better.  Only  when  I came  home  from  work 
one  day  did  I see  what  was  happening.  I couldn't  believe 
it . 


The  future  I pray  everyday  that  more  people  will  start 
to  care  and  help  and  that  a cure  will  be  found  soon.  I also 
pray  that  if  I should  ever  get  this  horrible  disease  that 
things  have  changed,  and  it  won't  be  so  hard  on  my  family  to 
get  help  for  me,  and  that  it  doesn't  drain  them  dry  and 
bitter  against  me.  Not  one  agency  could  help  my  family. 
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RAY  HOWLAND 

GLEN  ELDER,  KANSAS  MAY  3,  1977 


I ain  park  superintendent  of  Glen  Elder  State.  I am 
very  much  interested  in  community  development  and  promotion. 

There  is  evidence  in  our  area  of  Huntington's  disease 
and  I would  like  to  see  some  promoted  scientific  study  for 
a cure  of  this  dreadful  disease. 
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ELEANOR  A.  HUMMEL 

CAWKER  CITY,  KANSAS  MAY,  1977 


Especially  am  I concerned  for  all  Huntington's  disease 
patients  and  their  families,  with  living  all  my  life  of  60 
years  in  my  home  community  where  my  relatives  have  been  and 
are  afflicted  with  the  disease.  My  mother's  sister  married 
into  a family  with  the  hereditary  disease — her  husband's 
family  had  a history  of  H.D.  He  died  of  the  affliction  as 
well  as  his  brother  and  two  sisters.  Now  three  of  his  own 
children  have  died  after  months  and  years  of  suffering  that 
is  almost  impossible  to  believe  could  really  happen.  The 
mother — my  aunt — of  these  children  is  still  living  and  having 
to  see  two  more  of  her  sons  afflicted  and  in  the  Veterans 
Hospital  in  Topeka.  One  has  had  to  leave  his  family--wife  and 
six  children — to  be  taken  care  of  at  the  hospital.  We  hope 
all  will  be  done  possible  to  help  all  these  people  afflicted 
with  the  disease  and  their  families  as  well  as  all  who  help 
to  take  care  of  the  persons  afflicted. 
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UIANA  JACOBSON 

FONTANEU.K,  IOWA  JANUARY  4,  1977 


Thank  God  for  your  efforts.  We  H.D.  families  really  appre- 
ciate your  help. 

I was  very  excited  that  morning  when  my  father  came  into 
my  room  and  sat  on  the  bed.  The  guy  I had  been  dating  for 
three  years  had  given  me  a diamond  the  night  before.  When  Dad 
said,  "We  need  to  have  a serious  talk,"  I thought  he  was  going 
to  lecture  me  on  continuing  my  college  education.  But  when  he 
told  me  my  grandmother  had  died  of  this  disease  called  Hunting- 
ton's chorea  before  he  met  Mom  and  that  it  was  inherited,  my 
head  began  to  spin.  Mom  has  a 50-50  chance  of  getting  this 
disease.  Then  I,  in  turn,  have  the  same  chance.  My  heart  sank 
from  its  high. 

Dad  told  me  I had  to  tell  Ron,  my  fiance.  Since  Dad  didn't 
know  all  the  medical  background,  he  made  an  appointment  with  my 
doctor,  Richard  F.  Wilker,  to  explain  this  disease  to  Ron  and  I. 

I was  a nervous  wreck  when  I got  to  the  office.  Dr.  Wilker 
counseled  with  us  for  some  time.  He  explained  how  the  disease 
was  inherited  and  then  asked  for  the  names  of  all'  my  relatives 
having  this  disease.  When  he  counseled  us  on  family  planning, 
he  said  we  should  go  ahead  and  have  children  but  limit  our  nat- 
ural children  to  around  two  and  adopt  the  rest. 

I tried  to  call  the  engagement  off.  But  Ron  assured  me  it 
made  no  difference  to  him.  He  said  he  could  be  killed  in  a 
farm  accident  before  I would  even  have  any  symptoms. 

We  now  have  two  biological  daughters:  3 and  Ih  years.  We 

have  our  adoption  papers  in  to  adopt  two  boys.  My  husband 
says  he  never  even  thinks  about  the  disease,  but  I could  see  he 
was  more  concerned  when  my  uncle  had  to  go  to  Knoxville  for  help. 
I have  been  trying  to  get  the  doctor,  A.  J.  Gantz , who  diagnosed 
my  grandmother  and  eight  out  of  eleven  of  her  brothers  and  sis- 
ters who  had  H.D.,  to  release  their  medical  information  to 
research.  He  is  very  old  fashioned  in  his  ideas  and  won't  come 
across . 

He  told  my  mother  when  her  mother  died,  that  it  was  none 
of  her  business  what  she  died  of.  I wish  I could  find  a way 
to  get  across  to  him  the  importance  of  his  information  for 
research . 
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Until  the  last  couple  of  years  he  shamed  our  family  into 
keeping  it  a secret.  When  anyone  got  too  bad  to  be  cared  for 
at  home,  they  would  be  sent  to  Knoxville  or  Corinda  to  be  for- 
gotten. 

When  my  uncle  first  went  to  Knoxville,  it  took  a world  of 
assurance  to  keep  him  from  feeling  he  was  going  to  be  forgotten. 

My  uncle  is  doing  so  fantasticly  now  that  he  is  getting 
the  professional  care  he  needed  from  Knoxville,  Iowa.  He  gets 
weekend  passes.  He's  at  all  the  family  dinners.  He  has  a 
fantastic  nurse  who  just  has  him  wrapped  around  her  little 
finger.  The  help  he  has  received  and  the  improvement  he  has 
made  is  an  inspiration  to  us  all. 

He  still  leaves  an  empty  space  in  his  home,  however.  His 
youngest  children  (boy,  15,  and  girl,  12)  have  taken  it  the 
hardest.  They  were  home  every  day  taking  the  mental  anguish 
of  his  fits.  The  other  three  children  are  married  and  away  from 
home.  They  were  shocked  when  he  made  such  a sudden  drop  in 
health  and  didn't  want  him  sent  to  Knoxville. 

My  mother  explained  to  them.  She  even  brought  him  home 
with  her  the  day  before  they  took  him  to  Knoxville  to  see  if  a 
change  in  scenery  would  help.  But  Emil  was  clear  out  of  his 
mind.  Mom  knew  she  couldn't  take  care  of  him  in  that  condition 
so  she  called  his  wife,  who  in  turn  called  his  doctor.  The 
doctor  met  Mom,  another  uncle,  and  his  wife  at  his  home.  They 
then  told  them  he  just  had  to  go  to  Knoxville  for  help.  Thank 
God  he  went.  He  talked  only  of  suicide  before.  Now  he  talks 
about  his  family  and  what  he  wants  for  them. 

I pray  my  testimony  can  be  of  some  help.  Because  the 
disease  is  just  now  being  discussed  in  our  family,  I don't 
know  much  about  my  grandmother  or  her  problems . 
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JANELLE 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  as  a student  from  Tipton  High  School.  I 
am  15  years  old  and  I have  a very  good  friend  whose  father 
has  Huntington's  disease.  Therefore  she  has  a 50-50  chance 
of  getting  the  disease.  There  are  also  six  other  kids  beside 
her  in  her  family  which  may  get  it.  I know  there  isn't  many 
people  who  have  it  but  they  usually  have  children  which  then 
may  get  it.  It  also  hurts  financially.  Her  dad  has  been 
in  the  hospital  for  three  years,  if  you  can  imagine  this. 

How  would  you  like  to  be  a child  of  a parent  who  has  this 
disease  and  worry  for  the  rest  of  your  life  or  at  least 
until  you  are  35?  My  friend  won't  admit  this,  but  you  can 
tell  it  hurts  her  to  walk  in  the  hospital  and  see  your  father 
drowning  in  sv/eat,  unable  to  control  his  nerves.  Please 
help  to  find  a way  to  be  able  to  cure  this.  It  means  a lot 
to  us . 


Thank  you.  You  don't  know  how  much  this  means  to  me. 
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RICHARD  JANSEN 

HALLSVILLE,  MISSOURI  FEBRUARY  11,  1977 


I am  a member  of  H.D.  I am  hoping  that  you  can  answer 
some  questions  for  me.  I am  50  years  old,  born  in  Quincy, 
Illinois,  but  now  living  north  of  Coliimbia,  Missouri.  A cou- 
ple years  ago  I started  having  pains  all  the  time  under  the 
lower  right  lower  (inside)  rib  cage.  They  ran  all  kinds  of 
tests  in  Boone  County  Hospital  November  1975.  They  could  find 
nothing.  Then  at  my  instructing  January  6,  1976,  they  opened 
up  my  whole  right  side,  found  nothing.  I still  have  the  pain. 
The  pain  starts  the  minute  I get  up  every  morning. 

Having  to  work  I asked  the  doctor  for  pain  pills.  He 
said  just  take  some  aspirin.  That  didn't  help  very  little. 

I would  have  to  lie  down  every  day  at  noon.  Then  I went  to 
Mid  Missouri  Mental  Center,  as  by  now  my  nerves  was  getting 
pretty  bad.  They  put  me  on  three  valium  lOmg  pills  per  day, 
but  would  still  not  give  me  any  pain  pills.  I also  switched 
to  extra  strength  Tylenol,  10  to  12  a day.  Then  in  October 
I heard  that  maybe  my  mother  died  in  Jacksonville  Mental  Hos- 
pital from  H.D.  instead  of  pneumonia  as  they  told  us  August  1956 
(Mrs.  Ella  Jansen)  . 

Then  I had  two  doctors  examine — Medical  Center  in  Colum- 
bia in  first  part  of  October  1977 — for  H.D.  They  said  I 
showed  no  signs  of  H.D. 

The  winter  was  real  bad  here.  So  I haven't  worked  since 
Christmas.  As  the  weather  warms  up  (I  carpenter) . What  can 
you  tell  about  where  to  go  to  find  out  for  sure?  Also  do  you 
think  I can  take  more  Valium  pills  per  day? 

If  I do  have  it  how  can  I get  to  drawing  Social  Security 
for  myself  and  14-year-old  son? 

The  longer  I am  up  and  around  the  pain  also  goes  up  into 
my  right  shoulder  and  even  my  ears.  The  only  relief  I can  get 
is  when  I lie  down.  I am  also  getting  cataracts  in  both  eyes. 

We  have  a V.A.  Hospital  here.  March  8 I am  going  there 
as  outpatient  first.  Then  if  they  can't  find  anything  March  8 
they  are  supposed  to  get  me  into  their  new  nerve  center.  I 
would  like  to  hear  from  you  as  soon  as  possible. 
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SHARON  JAY 

WICHITA,  KANSAS  MAY,  1977 


My  name  is  Sharon  Jay.  I have  known  Brenda  for  a 
long  time.  She  has  told  me  a lot  about  her  dad  and  I have 
become  very  concerned  in  the  Huntington's  disease.  I wish 
that  the  Government  would  give  more  money  to  this  disease, 
so  better  care  can  be  given  to  people  with  this  disease  and 
so  more  research  can  be  done  on  the  Huntington's  disease. 
Maybe  they'll  find  a cure  and  maybe  they  will  just  come 
closer  to  finding  a cure.  Whether  they  find  a cure  or  not, 
it  would  be  better  than  what  they  are  doing  now.  Very 
concerned . 
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DARLENE  JOHNSON 

AKRON,  IOWA  FEBRUARY  22,  1977 


We  need  money  to  help  study  the  Huntington's  disease. 
Our  family  has  been  struck  with  this  dreaded  disease. 
Please  put  this  disease  on  your  list  for  immediate  need. 

Thank  you. 
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.VHS.  l;d  KALNIGSMAN 

TIPTON,  KANSAS  MAY,  1977 


I am  very  much  concerned  about  the  progress  of  fighting 
H.D.  I have  personally  watched  what  H.D.  has  done  to  my 
close  friends  and  relatives.  I am  married  and  have  a family 
so  I know  and  have  watched  the  results  H.D.  have  had  and  how 
it  has  affected  family  life.  Being  a mother,  I know  how  I 
would  feel  if,  because  of  the  heredity  effect  of  H.D.,  I was 
told  I could  not  have  children  of  my  own.  This  is  much 
easier  said  than  done.  My  neighbor,  and  also  very  close 
friend  and  relative,  has  been  suffering  from  H.D.  for  the 
past  10  years  or  more.  I have  watched  his  mother,  wife, 
and  children  sadly  watch  the  effect  this  disease  has  had 
on  their  father  and  loved  one.  It  is  so  pathetic  because 
there  is  nothing  they  can  do  to  help.  It  is  like  watching 
someone  deteriorate  right  before  your  own  eyes,  both  mentally 
and  physically.  The  sad  part  of  this  disease  to  me  is  that 
the  patient  usually  lives  a long  life.  You  wish  you  could 
end  it  because  there  is  no  hope  for  him  getting  any  better — 
just  gradually  worse.  I feel  there  is  a great  need  for  re- 
search in  this  field.  I have  watched  my  own  father  die  from 
cancer,  which  is  terrible  but  this  did  not  linger  on  for 
year  after  year  after  year  like  a patient  does  with  H.D. 

I could  go  on  page  after  page  about  the  emotional,  finan- 
cial, social  effects  H.D.  has  because  I have  seen  its  effects 
on  the  patient  as  well  as  its  family.  It  is  very  important 
that  we  do  all  we  can  to  help  fight  H.D. 
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GAIL  KETTER 

TIPTON,  KANSAS  MAY  2,  1977 


I am  a friend  of  an  "at-risk"  person.  It  is  hard  for 
me  to  imagine  what  it  would  be  like  going  through  life 
wondering  if  you  will  get  Huntington's  disease.  My  friend's 
father  has  H.D.  and  although  she  never  talks  about  it,  I can 
tell  that  it  bothers  her.  There  are  six  kids  in  her  family 
and  each  one  has  a 50-50  chance  of  getting  H.D.  Each  of  the 
kids  lives  each  day  wondering  if  he  will  contract  H.D. 

I support  your  committee  in  their  fight  against  H.D. 
and  I hope  it  will  do  all  the  good  that  is  needed  to  combat 

H.D. 
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Merrill  Knaak 

V.’ichita,  Kansas  MARCH  21,  19  7 7 


As  requested  in  your  letter,  I will  relate  my  experiences 
with  H.D. 

Before  I was  married  in  1948,  I was  aware  that  my  wife's 
family  was  afflicted  with  H.D.,  but  did  not  know  too  much  about 
it.  I inquired  of  a Doctor  of  Psychiatry  that  at  the  time  was 
treating  my  wife's  older  sisters,  and  he  indicated  to  go  ahead 
and  lead  a normal  married  life  and  ignore  the  H.D.  My  wife's 
father  died  of  H.D.  in  the  Oklahoma  State  Hospital  in  Vanitta. 

Her  family  has  been  hit  rather  heavily  by  the  disease.  I think 
there  were  nine  children,  of  which  my  wife,  one  brother  and 
one  sister  have  died  from  H.D.,  after  lengthy  illnesses,  and 
one  brother  has  been  in  the  V.A.  Hospital  for  about  five  years, 
and  one  sister  is  in  very  poor  condition  in  a care  home,  and 
one  sister  committed  suicide  rather  than  face  the  future.  Most 
of  the  family  have  refused  to  recognize  H.D.  and  consequently 
there  are  numerous  children  and  grandchildren  now  involved. 

We  were  married  in  1948  and  had  three  children,  the  last 
being  born  in  1956.  My  wife  would  have  what  I considered  to 
be  temper  tantrums,  which  I thought  might  be  a family  trait, 
as  her  mother  would  sometimes  act  the  same  way.  Her  condition 
grew  slowly  worse  until  her  condition  began  to  show  in  the  in- 
voluntary movements  of  her  hands  and  feet.  By  that  time  the 
three  children  were  in  school,  and  I knew  I should  do  something, 
as  life  in  the  home  was  very  difficult,  but  I didn't  know  what. 
After  several  years  and  much  turmoil,  she  was  committed  to  the 
Lamed  State  Hospital  in  1966  , where  she  was  treated  for  about 
ten  months  and  her  condition  improved  so  we  could  bring  her  home. 
Over  a period  of  time  her  condition  grew  progressively  worse 
until  she  had  to  be  returned  to  the  hospital.  She  spent  three 
years  there  until  her  death  in  January  1974.  My  experiences  with 
the  "pay  if  you  are  able"  were  very  disturbing,  but  turned  out 
alright . 

Due  to  the  children's  young  age,  and  my  wife's  condition, 
they  grew  to  have  quite  a dislike  for  their  mother.  The  chil- 
dren are  aware  of  all  that  I know  of  H.D.,  therefore  they  will 
not  have  children.  But  it  has  an  adverse  effect  on  their  outlook 
on  life.  That,  plus  trying  to  grow  from  childhood  to  adults 
plus  what  they  might  face  in  the  future  with  H.D. 
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As  I am  not  a public  speaker,  and  not  too  good  at  put- 
ting my  thoughts  on  paper,  I would  hesitate  to  try  to  cover 
30  years  of  my  experiences  in  five  minutes,  but  would  be  glad 
to  go  into  more  detail  with  anyone  that  might  be  interested. 
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AUIKHT  J.  KOSTER 

VALLEY  CENTER,  KANSAS  MAY,  1977 


I am  Lynnett's  teacher.  I am  very  interested  in 
Huntington's  disease. 
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WAYNE  L.  KRASE 

VALLEY  CENTER,  KANSAS  MARCH  29,  1977 


The  following  statement  is  hereby  given  in  support  of 
Brenda  Schaber,  eighth  grade  student  at  Valley  Center  Junior 
High,  and  her  excessive  absenteeism  during  the  first  semester 
of  the  1976-77  school  term.  At  least  8-10  days  of  absenteeism 
could  be  contributed  to  her  father's  infliction  with  Hunting- 
ton's disease. 
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LINDA  KREBS 

WICHITA,  KANSAS  MAY  5,  1977 


I am  a 27-year-old  woman,  married  to  a family  physician, 
mother  of  one,  pregnant  with  a second,  and  a homemaker.  Until 
two  years  ago  when  I meet  Mary  Noonan  (a  board  member  of  the 
local  Committee  to  Combat  Huntington's  Disease),  whose  mother 
is  an  H.D.  patient,  and  established  a very  close  friendship 
with  her,  I knew  nothing  about  H.D.  beyond  its  name.  I still 
have  no  statistical  knowledge  of  it,  but  I have  seen  and  felt 
its  effect  on  her  and  her  family. 

It  is  my  impression  that  the  problems  faced  by  H.D. 
patients  and  their  families  and  the  numbers  of  citizens 
affected  by  H.D.  are  virtually  unknown  by  the  general  public, 
myself  included.  I think  that  the  fact  that  the  lay  public 
is  so  uninformed  contributes  greatly  to  the  difficulty  en- 
countered by  the  local  Committee  in  their  fundraising.  This 
fact  alone  creates  a strong  case  for  some  kind  of  mass  public- 
ity to  educate  the  public. 

It  is  also  my  impression  that  the  only  centralized  orga- 
nized source  to  which  H.D.  patients  and  their  families  can 
turn  for  help  is  the  local  Committee  to  Combat  Huntington's 
Disease.  This  group  is  totally  voluntary  and  can  only  direct 
the  people  in  need  to  the  professionals  that  can  help  and 
counsel  them.  The  Committee  can  also  pass  along  current 
research  data  regarding  H.D.  to  these  professionals.  I under- 
stand there  is  no  direct  funding  for  this  group  and  that 
fundraising  to  support  even  these  basic  functions  is  difficult. 
I suggest  that  some  direct  Government  funding  whether  local, 
state,  or  Federal,  is  needed  to  support  this  group  in  its 
much  needed  functions.  I should  think  that  this  funding  would 
help  much  toward  the  creation  of  cooperation  among  local 
interested  organizations. 

In  summary,  I suggest  that  mass  education  of  the  general 
public  regarding  H.D.  and  its  extensive  effects  on  the  citi- 
zenry is  the  key  to  stimulate  interest  in  getting  funding  for 
the  existing  organizations  to  combat  H.D.  and  help  create  some 
cooperation  with  the  other  local  organizations. 
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RICHARD  S.  KREBS,  M.D. 

WICHITA,  KANSAS  MAY  9,  1977 


I am  a 29-year-old  physician,  having  recently  completed 
a Family  Practice  residency.  I am  married,  have  one  child, 
one  on  the  way,  and  will  be  beginning  a private  practice  in 
family  medicine  in  Oregon  in  August. 

I have  been  asked  to  write  this  letter  first  because  I 
am  a good  friend  of  a person  with  H.D.  in  the  family,  and 
secondly,  because  I am  a physician.  Unfortunately,  it  is 
through  my  role  as  a friend  and  not  a physician  that  I have 
acquired  the  majority  of  my  knowledge  about  H.D. 

The  first  time  I can  recall  hearing  anything  about  H.D. 
was  when  I saw  "Alice's  Restaurant."  I recall  leaving  the 
theatre  with  the  question,  "Will  Arlo  get  the  disease?"  I 
did  not  think  on  the  question  too  long. 

Following  that,  I went  through  college,  medical  school 
and  internship.  I recall  reading  brief  descriptions  about 
the  disease  process  and  pathological  changes  associated  with 
Huntington's  chorea,  but  it  was  "just  another  thing  to  memo- 
rize" to  me. 

It  was  not  until  I was  doing  my  residency  in  Family 
Practice  that  the  disease  became  personalized.  My  wife  and 
I met  a young  woman,  now  one  of  our  very  best  friends,  whose 
mother  is  institutionalized  because  of  H.D.  This  woman  is 
very  committed  to  educating  the  lay  and  medical  communities 
in  our  area  about  H.D.  It  is  a monumental  task,  but  it  is  a 
start  in  community  education.  She  is  also  very  active  in  talk- 
ing with  and  counseling  people  who  have  H.D.  or  have  relatives 
with  the  disease. 

Because  of  this  woman,  I have  become  acutely  aware  of 
how  little  I know  about  H.D.,  both  as  a person  and  as  a physi- 
cian. I have  looked  through  my  medical  textbooks,  and  am 
appalled  at  the  paucity  of  information  I can  find  about  the 
patient  with  H.D.,  as  opposed  to  the  pathology  specimen. 

The  vagueness  of  the  early  complaints  and  lack  of  readily 
available  information  about  this  disease  makes  the  diagnosis 
and  treatment  of  H.D.  very  difficult.  So  many  of  the  early 
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symptoms  could  be  attributed  to  a psychosomatic  condition. 

The  physicians'  index  of  suspicion  of  H.D.  would  be  heigh- 
tened with  a positive  family  history,  but  still  it  is  not 
inconceivable  that  one  might  think  the  symptoms  were  from 
"worrying  about  the  disease  too  much." 

Mass  education  should  be  the  cornerstone  of  dealing  with 
H.D.  initially.  Most  Americans  are  now  aware  of  multiple 
sclerosis,  muscular  dystrophy,  leukemia,  and  cystic  fibrosis 
because  of  the  bombardment,  yearly,  of  advertising  campaigns 
over  radio,  television,  newspaper  and  door-to-door  solicita- 
tion. But  most  people  never  hear  of  H.D.  because  no  effective 
education  program  has  yet  been  launched.  Mass  public  exposure 
to  information  about  the  disease  is  a must.  In  addition,  spe- 
cial professional  education  materials  should  be  produced  and 
distributed  to  practicing  professionals,  paraprofessionals 
and  medical  schools.  A professional  journal  of  wide  distri- 
bution should  carry  an  article  summarizing  current  concepts 
about  H.D.,  including  background,  incidence,  prevalence, 
signs,  symptoms,  treatment,  current  directions  of  research, 
and  where  to  obtain  further  information  on  H.D.  An  in-hospital 
presentation  by  members  of  an  H.D.  committee  with  participation 
of  physicians  who  treat  H.D.  patients  would  be  another  way 
of  increasing  physician  awareness. 

A team  approach  is  necessary  in  managing  the  problems 
associated  with  H.D.  I realize  I am  biased  in  my  feelings, 
but  I believe  the  family  physician  is  well  trained  to  be  the 
primary  physician  who  coordinates  the  team,  and  with  whom  the 
family  has  most  direct  contact.  A neurologist,  genetic  coun- 
selor, psychiatrist  and/or  psychologist  and  social  worker 
would  be  other  members  of  the  team.  In  addition,  the  volunteers 
from  the  local  Committee  to  Combat  H.D.  would  be  a most  impor- 
tant part  of  the  group.  Consultation  in  any  of  these  areas 
should  be  readily  available,  but  the  family  physician  should 
be  ever  available  to  interpret  various  consultants'  impressions, 
coordinate  therapy  and  counsel  patients.  Counseling  would  take 
the  form  of  supportive  counseling  for  the  member  of  the  family 
of  an  H.D.  patient;  marital  and  sexual  counseling  to  advise  of 
current  concepts  regarding  procreation  and  sterilization; 
supportive  psychotherapy  for  the  H.D.  patient;  and  any  other 
areas  as  needed.  The  family  physician  would  strive  for  coordi- 
nation of  care  for  H.D.  families  by  professionals,  rather  than 
fragmentation . 
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In  summary,  then,  there  should  be  a tremendous  thrust 
in  the  direction  of  mass  education  of  the  lay  public  and 
professionals.  Funding  both  by  Governmental  agencies  and 
donations  acquired  by  a mass  advertising  campaign  would  be 
necessary  to  begin  this  task  and  to  fund  further  research. 

I welcome  more  information  and  education  about  H.D.  so  that 
I might  better  understand  how  I can  help. 
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^•ARuLINE  KRIER 

TIPTON,  KANSAS  MAY  1,  1977 


I know  a family  with  H.D.  and  it's  hard  to  see  the  family 
have  to  be  splitting  because  they  can't  seem  to  find  a cure 
to  help.  The  father  is  in  a hospital;  the  mother  has  to  be 
the  one  to  provide  for  the  family. 

It's  hard  for  the  family  to  see  what  their  future  is 
going  to  bring  them  when  they  grow  older. 

Surely  there  can  be  some  help  for  these  people. 

I'm  56,  white,  widow,  and  a grocery  store  owner. 


\ 
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MRS.  JOE  KRIER 

TIPTON,  KANSAS  MAY,  1977 


I would  like  to  ask  Congress  and  others  who  can  help 
us  in  any  way  getting  aid  to  help  us  to  find  some  help  for 
those  who  are  suffering  from  the  dreadful  disease  of  Hunt- 
ington's chorea.  I belong  to  a family  of  seven  children 
and  have  lost  four  in  death  to  this  disease,  also  three 
nieces  and  a nephew.  With  others  still  suffering,  the  agony 
of  this  disease  is  almost  unbearable.  So  far  there  is  no 
cure  available  or  even  tests  to  predict  the  disease.  Please 
try  and  help  if  possible. 

Thank  you. 
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MRS.  (HTO  LANGE 

LINN,  K/\NSAS  APRIL,  1977 


A few  days  ago  we  received  your  letter.  Wanting  to 
know  the  problems  we  have  encountered  since  (Otto)  my  hus- 
band has  been  diagnosed  as  having  H.D. 

He  had  nervous  problems  for  some  years  before  we  found 
out  what  it  really  was. 

Our  family  doctor  said  it  was  a nervous  condition.  He 
did  not  diagnose  it  as  H.D.,  gave  him  phenobarbitol , which 
did  not  help  him  much,  but  he  was  still  able  to  work  for  some 
time . 


Otto  worked  at  Wesley  Medical  Center  in  Wichita  as 
boiler  operator.  There  they  noticed  that  he  was  getting 
more  nervous  all  the  time.  His  superintendent  sent  him  to 
Dr.  John  Pearson  in  Wichita.  Dr.  Pearson  is  a specialist 
on  H.D.  so  we  felt  he  was  the  best  in  Kansas.  Dr.  Pearson 
diagnosed  Otto's  problem  as  H.D.  without  a doubt. 

Otto  had  to  give  up  his  work;  he  was  58  years  old. 

Also  he  could  not  drive  a car,  and  Dr.  Pearson  also  told  him 
there  was  no  cure  and  he  would  be  getting  worse. 

Needless  to  say,  it  was  a real  blow  to  us  all.  Otto 
had  the  feeling  that  he  was  useless . We  did  not  have  anyone 
to  turn  to  except  pray  about  it.  I sometimes  think  Otto 
could  have  enjoyed  a few  more  years  if  he  hadn't  found  out 
how  terminal  the  disease  is.  He  has  been  very  depressed  and 
has  no  interest  in  anything.  He  is  still  able  to  be  at  home 
but  refuses  to  go  anywhere  and  don't  care  about  seeing  people. 

The  effect  on  our  children  is  another  thing.  They  were 
all  young  and  married  just  a short  while  when  we  found  out 
about  Otto's  diagnosis.  Dr.  Pearson  advised  them  that  the  only 
way  to  stamp  out  H.D.  was  to  not  have  children.  That  is  hard 
to  accept.  After  all,  we  all  want  to  have  children  the 
natural  way  of  life.  One  of  our  sons  adopted  a little  boy. 

Our  oldest  son  and  his  wife  decided  to  have  a child  of  their 
own;  but,  there  is  the  worry  is  it  right  to  have  children 
with  H.D.  hanging  over  our  heads?  Our  daughter,  Harriet,  went 
to  her  doctor  in  Topeka  and  asked  his  advice.  He  told  her  to 
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go  ahead  and  have  children  since  women  did  not  get  H.D. 

She  came  home  feeling  good,  but  we  had  to  tell  her  that  women 
as  well  as  men  could  get  H.D. , so  they  are  trying  to  adopt 
also.  Our  children  tell  me  they  do  not  worry  about  getting 
H.D.  I know  they  do.  They  are  all  good  children  but  since 
their  dad  has  been  sick,  they  don't  come  home  like  they  did 
before.  It's  hard  for  them  to  see  him  like  he  is.  It  almost 
breaks  my  heart  when  I think  of  our  children's  future.  As 
for  Otto  and  I,  our  life  is  pretty  well  spent,  but  our  chil- 
dren have  most  of  life  ahead  of  them.  It's  like  a black 
cloud  hanging  over  us. 

I do  hope  that  in  the  near  future  they  will  find  a cure. 
With  more  research  that  may  be  possible.  Another  problem  is 
the  public  does  not  understand  since  there  are  no  other  cases 
of  it  in  this  area.  Our  family  doctor  here  told  me  (not  Otto) , 
"You  will  be  social  outcasts.  People  who  were  friends  will 
not  be  wanting  your  company."  So  true.  As  for  our  emotional 
well-being,  it  has  not  resulted  in  family  breakdown.  I would 
never  leave  Otto  because  he  is  sick.  I hope  I will  be  able 
to  take  care  of  him  so  he  won't  have  to  be  hospitalized. 

If  I keep  my  health  I will  probably  be  able  to.  Hope  this 
will  tell  you  just  a little  about  how  H.D.  has  affected  our 
family . 
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UVTH  LEITTENEGGER 

HEDRICK,  IOWA  FEBRUARY  12,  1977 


I'm  writing  to  request  that  Congress  appropriate  a 
national  fund  for  the  research  and  help  for  families  of 
Huntington's  disease. 

My  grandfather,  mother,  one  uncle  and  two  brothers  have 
died  of  Huntington's  disease.  Only  my  one  brother  had  his 
affliction  diagnosed  as  Huntington's  disease.  The  other  family 
members  showed  similar  symptoms. 

I am  enclosing  a family  history  chart — accurate  to  the 
best  of  my  knowledge. 


(H.D.)John  Cline 

Clara  Cline 

Rosa 

John 

Clara 

Grace 

George  (H.D.) 

Marie 

Lonnie 

Normal 
Single 
Died 
Age  91 

Died 
Age  12 

Normal 
Living 
5 chil- 
dren 

(H.D. ) 
Age 

Around 

36 

Single 
Died  1933 
Age  40 's 

Normal 
Died 
1952 
1 child 

Single 
Killed 
WW  I 
Age  20 

Grace 

Cline 

James  Hobb 

T 


Charles 

Eston(H.D. ) 

Dale 

(H.D.) 

Ruth 

Living  Age  59 
Normal  to  date 

Died  age  44 
1963 

Died 

1970 

Age  4 7 

Living 

Normal 

Age  50 
to  dat 

— n — — i — r 


Stephanie 

Mary  Eliza- 

Ronald 

Randy 

Donna  - 

28 

Age  20 ' s 

beth,  age 

20's 

20 's 

Diana  - 

25 

30 's 

Carla  - 

21 

Theresa 

- 17 
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DONNA  MANNING 

VALLEY  CENTER,  KANSAS  MAY,  1977 


I've  been  in  Ronda's  class  for  several  years  and  she 
has  told  me  some  of  her  problems  about  her  father  who  has 
Huntington's  disease.  I am  very  concerned*  about  this  dis- 
ease and  I wish  the  doctors  and  scientists  could  find  a 
cure  for  it  in  the  next  few  years  so  that  the  people  that 
have  Huntington's  could  be  cured. 
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ROCHKLLE  MASON,  R.N. 

WICHITA,  KANSAS  APRIL  26,  1977 


This  letter  is  to  inform  you  of  my  experience  with  Hunt- 
ington's disease.  My  contact  with  the  disease  has  been  both 
on  a personal  and  a professional  basis.  On  a personal  basis 
10  of  my  cousins  have  an  even  chance  of  developing  the  disease 
since  their  mother  has  been  afflicted  with  it.  I also  have  a 
professional  acquaintance  with  the  disease  as  a registered 
nurse  employed  in  the  psychiatric  section  of  a general  hospital 
where  I have  cared  for  victims  of  H.D. 

Due  to  the  pathology  and  genetic  nature  of  the  disease, 
families  affected  are  placed  under  the  most  extraordinary 
financial  strain.  As  many  as  half  the  members  of  these  fam- 
ilies may  require  institutionalized  care  for  up  to  30  years 
or  more.  No  members  of  the  family  may  consider  the  normal 
options  of  marriage  and  child  rearing  without  considering  the 
consequences  of  the  disease. 

The  victims  I have  observed  were  initially  misdiagnosed 
due  to  a lack  of  information  available  to  general  practitioners 
and  psychiatrists  about  H.D.  The  predominant,  symptomatic, 
disturbed  behavior  of  the  patients  has  caused  many  families 
to  pour  thousands  of  dollars  into  hopeless,  useless  psychiatric 
treatment  before  the  disease  was  properly  diagnosed. 

Physicians,  social  workers,  nurses,  and  the  public  need 
more  education  about  the  disease.  If  a clinic  were  established 
and  maintained  for  these  victims  and  their  families,  it  would 
be  very  beneficial  to  them  and  researchers. 

I sincerely  appreciate  your  attention  to  this  grievous 
matter . 
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REV.  DONALD  P.  MCCARTHY 
PRINCIPAL,  TIPTON  HIGH  SCHOOL 

TIPTON,  KANSAS  MAY  2,  1977 


A few  years  ago  Carol  Moritz  was  my  secretary  (for  three 
years).  Her  husband  was  suffering  from  Huntington's  disease 
and  has  since  then  been  hospitalized.  This  disease  affects 
family  life  in  many  ways.  We  should  do  all  possible  to  combat 
this  disease  by  promoting  research  into  its  cure. 
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ui.a:.’chi;  mknsing 

FONTAr.’KLLE,  IOWA  MARCH  20  , 1977 


Please  consider  my  testimony  on  H.D. 

After  meeting  my  mother-in-law  to  be , I was  told  her  odd 
mannerisms  were  the  result  of  a nervous  breakdown  suffered  some 
years  before,  following  an  auto  accident.  It  was  a year  after 
our  third  child  was  born  that  my  mother-in-law  died  and  an  aunt 
explained  the  nature  of  Huntington's  disease  to  us. 

She  had  six  sisters  and  four  brothers.  Four  sisters 
and  two  brothers  also  died  of  H.D.  One  sister  and  one  brother 
still  live.  This  family's  living  spouses  and  descendants  now 
number  250. 

Two  of  my  husband's  cousins  died  in  accidents???  One's 
milk  truck  missed  a T intersection  on  the  daily  route.  No 
skid  marks  I Another's  truck  exploded.  Still  another  cousin 
shot  himself.  All  ha'^"'  oung  children.  Did  they  have  H.D.? 

A brother  has  lad  H.D.  for  at  least  12  years.  He  has 
threatened  suicide.  He  is  being  cared  for  at  a Veterans  hospital 
part  time.  He  has  five  children;  two  are  still  at  home.  There 
arc  six  grandchildren. 

My  husband  also  has  H.D.  We  have  cut  our  farming  opera- 
tion in  half  and  continue  to  do  so.  He  has  been  an  excellent 
farmer  and  served  an  office  in  many  county  and  farm  organizations 
as  well  as  church  until  H.D.  stopped  him.  We  have  three  children. 
Two  accepted  the  facts  well.  It  is  my  belief  that  fear  of  H.D. 
was  the  basic  reason  for  the  third  one's  many  problems  that  led 
to  a serious  illness  resulting  in  an  ileostomy  at  the  age  of  27. 

We  also  have  six  grandchildren.  Please  promote  research  programs 
for  this  disease. 

Also  I feel  the  Commission  should: 

Make  an  effort  to  learn  the  number  of  H.D.  patients  in  the 
country  and  keep  the  list  updated. 

Make  information  on  effective  drugs  available  to  all  doc- 
tors with  Huntington's  patients. 


6-585 


Wichita,  Kansas 


May  10,  1977 


Print  special  leaflets  for  young  people  and  other 
at-risk  persons. 

Develop  an  educational  program  in  order  that  public 
officials  will  not  consider  H.D.  patients  as  intoxicated  or 
on  drugs . 

Promote  and  get  financial  help  for  H.D.  families.  Let 
us  join  with  other  groups  that  have  catastrophic  health  problems 
and  get  financial  help  whether  the  patient  is  at  home  or  in  an 
institution . 

Promote  the  establishment  of  day  care  centers  for  H.D. 
patients  as  well  as  other  handicapped  and  elderly  people  so 
they  may  spend  a longer  period  of  time  at  home  with  less  strain 
on  other  members  of  the  family  and  help  relieve  some  of  the 
financial  problems. 

Compile  a list  by  states  of  counselors,  psychologists, 
psychiatrists,  neurologists,  and  general  practitioners  who  have 
empathy  for  H.D.  families.  The  families  should  not  have  to 
search  for  understanding  aid. 

Develop  an  educational  campaign,  along  with  other  groups, 
to  inform  and  educate  the  general  public  to  treat  all  disabled 
people  with  dignity. 
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!V!1.V  V.KN’SING 
I'l:;;  ‘’'UNKS,  IOWA 


I'm  writing  to  talk  about  Huntington's  disease.  My 
d.»d  has  it,  and  my  sister,  three  brothers,  and  I have  a 
70-10  chance  of  getting  it;  and  then  if  we  get  it,  our  kids 
hav.-  then  an  equal  chance  of  getting  it,  and  it  will  keep 
joing  on  through  families. 

I just  want  to  know  if  we  could  make  a telethon  as  long 
as  MS  telethons  are.  Could  we?  We  need  help  for  Huntington' 
d 1 Si'QSe  . 

My  grandmother  and  grandfather  had  11  children.  Seven 
out  of  eleven  have  it. 

All  I'm  asking  is  please  help  fight  Huntington's  disease 
and  help  find  a cure  for  it. 

I think  people  are  more  important  than  bears,  but  to  you 
bears  are  more  important  than  people.  Are  they? 

I'm  this  concerned,  and  I'm  only  12  years  old.  Help 
fight . 


6-587 


Wichita,  Kansas 


May  10,  1977 


ELMARIE  MICK 

WICHITA,  KANSAS  MAY  3,  1977 


I would  like  to  let  you  know  my  experience  with  individ- 
uals who  have  had  Huntington's  disease.  My  first  experience 
was  an  aunt  whom  I loved  very  much.  She  was  a dressmaker 
by  trade  and  did  beautiful  work.  When  I was  a very  little 
girl  she  began  to  show  signs  of  the  disease  and  at  that 
time  they  had  no  name  for  it.  As  it  progressed  it  was  heart- 
breaking to  watch  someone  with  great  talent  deteriorate 
before  your  eyes.  Two  of  her  brothers  had  the  disease  and 
one  sister.  I know  all  of  them  must  have  felt  such  absolute 
desolation  as  each  showed  signs  of  the  disease  and  knew  they, 
too,  were  doomed.  All  are  now  deceased.  In  the  next  genera- 
tion five  children  of  my  uncle,  who  had  the  disease,  were  also 
victims  of  Huntington's  disease.  These  were  in  my  generation 
and  I watched  them  as  it  began,  progressed  and  they  eventually 
died  from  it.  Each  are  affected  first  by  jerking  motions  of 
the  limbs,  into  complete  shaking,  which  deteriorates  physical 
health  although  mentally  they  are  not  affected. 

Assistance  is  so  badly  needed,  especially  some  type  of 
Federal  aid,  to  find  some  help  for  these  poor  victims.  Each 
of  us  can  count  our  blessings  each  day  thanking  God  we  are  not 
faced  with  this  cross. 
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LOIS  MICK 

TIPTON,  KANSAS  MAY  2,  1977 


Aqc : 1 7 

Sex : Female 

Occupation:  Student 

Marital  Status:  Single 

I am  writing  this  letter  to  tell  you  just  how  I feel 
about  H.D.  I am  a friend  (very  close  friend)  of  a girl  whose 
father  has  H.D.  and  she  is  very  close  to  getting  it. 

H.D.  is  a very  sad  thing.  It  really  upsets  the  family 

and  is  so  hard  to  cope  with.  This  family  that  I am  so  close 

to  is  very  close  themselves  but  it  is  still  hard  for  them 
because  they  know  that  they  can  very  possibly  get  H.D.  Know- 
ing you  have  a 50-50  chance  of  getting  it  and  getting  it  at 
the  age  of  30-35  when  you  just  really  start  your  own  life  is 

really  bad  because  you  haven't  had  a real  chance  of  doing 

everything  you  want.  It  would  really  be  hard  for  me  if  anyone 
in  my  family  got  it,  so  I really  know  what  this  girl  and  her 
fcimily  are  going  through. 

Please  try  and  help  them  as  much  as  you  can.  I will  do 
whatever  I can,  but  we  still  need  your  help.  Thank  you  for 
taking  the  time  to  read  this  because  believe  me,  it  was  worth 
the  time  it  took  to  write  it. 
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LINDA  MILLER 

AKRON,  IOWA  FEBRUARY  15,  1977 


I am  writing  for  help  on  Huntington's  disease.  My  family 
is  at  risk  and  my  mother-in-law  is  dying  from  it.  Please  we 
need  help  for  research  and  I am  asking  you  to  do  everything 
you  can  to  get  it. 


PLEASE 

I have  two  little  children  and  I hope  for  the  future  there 
can  be  some  help  for  them. 
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L.  SCOTT  MILLER 
WICHITA,  KANSAS 


MARCH  18,  1977 


HUNTINGTON'S  DISEASE 


Won't  you  help  us  please 

Find  a cure  for  the  Huntington's  disease 

It  sneaks  up  from  behind, 

and  attacks  an  unexpecting  mind. 

The  mother  of  a very  good  friend  of  mine 
has  the  horrible  disease  of  this  kind. 
There  has  got  to  be  a cure; 

As  a matter  of  fact,  I'm  surel 

Show  that  you  really  care 

Give  a little  of  what  you  can  share. 

Your  Love  will  certainly  do; 

I know  you  will  come  through. 
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MRS.  MARGARET  G.  MOONEY 

BURLINGTON,  IOWA  OCTOBER  6,  1976 


We  didn't  know  of  this  disease  in  my  husband's  family  nor 
can  we  find  any  relative  of  either  his  parents  living  or  dead 
with  anything  similar.  Our  family  consisted  of  two  children, 
six  grandchildren  and  now  two  great-grandchildren,  ages  6 and  1. 

It  was  a very  great  emotional  heartbreak  and  shock  to  learn  of 
this  terrible  heredity  disease  at  this  point  in  our  lives.  The 
enormous  financial  drain  throughout  many  years  and  the  horrible 
mental  strain  for  our  family  to  know  what  is  before  them  too. 

My  husband  passed  away  at  the  age  of  72,  April  28,  1976, 
after  13  years  of  extreme  illness.  Eight  of  these  years  he 
was  confined  in  a skilled  Nursing  Care  Center  because  of  the  un- 
controllable muscle  spasms  and  extreme  belligerence,  especially 
during  the  night  time,  sleeping  pill  medications  acted  in  reverse. 

With  the  help  of  the  Nursing  Care  Center  and  his  doctor, 
we  applied  for  Medicare,  after  he  became  65  years  old,  only  to 
be  refused  benefits.  Medicare  claimed  all  he  needed  was  cus- 
todial care.  Since  Medicare  would  not  pay,  neither  would  our 
Travelers  Insurance  with  Railroad  group  pay.  At  this  time,  my 
husband  could  walk  with  help,  mostly  stumbling  and  falling. 

Also  that  summer  I had  taken  him  out  of  the  care  center  for  short 
rides  in  the  car  several  times.  This  was  excellent  therapy  for 
him,  and  this  was  the  reason  for  refusal. 

I asked  our  Representative  in  Congress  to  intercede,  but 
one  letter  from  him  was  a mere  gesture.  I did  not  have  the 
money  to  hire  a lawyer.  I had  to  go  to  work  at  the  age  of  64 
doing  general  house  cleaning  to  make  my  living  and  to  help  my 
two  families  toward  Mr.  Mooney's  bills.  I had  fine  cooperation 
from  the  Care  Center  and  his  doctor  with  statements  pertaining 
to  my  husband's  condition,  with  no  results.  The  last  four  years 
he  was  completely  helpless  in  every  way;  the  mind  stayed  fairly 
level  but  the  body  deteriorated  to  a skeleton.  Yet  his  doctor 
still  called  it  custodial  care  and  would  not  try  again  for 
Medicare . 

Mr.  Mooney  had  willed  his  body  to  the  University  of  Iowa 
School  of  Medicine  at  Iowa  City,  Iowa  for  research.  So  when 
he  became  critically  ill  with  pneumonia  the  winter  of  1975,  the 
Des  Moines  Iowa  Committee  to  Combat  Huntington's  Disease  phoned 
the  neuropathologist  at  the  University  of  Iowa  laboratories  for 
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instructions  and  their  cooperation  pertaining  to  the  brain  box 
in  case  of  death.  There  was  a time  limit  of  two  hours  between 
death  and  having  the  brain  frozen  to  be  flown  to  Dr.  Thomas 
Chase  at  Bethesda  Hospital,  Maryland.  Because  of  this  time 
limit,  probable  winter  weather  conditions  and  the  miles,  the 
body  could  not  get  to  Iowa  City,  Iowa  in  time. 

The  doctor  in  Iowa  City  suggested  the  brain  surgery  sec- 
tion be  performed  by  a local  Burlington  Memorial  Hospital 
pathologist  in  Burlington;  in  fact,  a conversation  by  phone 
was  made  between  the  two  doctors  involved  at  this  time.  I had 
a personal  interview  also  with  this  Burlington  pathologist  try- 
ing to  set  up  an  agreement  to  accomplish  this  at  the  time  of 
death.  The  doctor  in  charge  of  the  laboratory  refused.  He 
said  they  would  not  have  time--yet  there  were  four  pathologists 
in  that  department.  They  knew  this  was  not  a charity  asking, 
only  a very  important  research  for  our  family  and  other  H.D. 
families.  This  spring,  at  the  time  Mr.  Mooney  died,  five  hours 
elapsed  before  the  body  reached  destination  for  research;  there- 
fore, the  brain  section  could  not  be  sent  to  Dr.  Thomas  Chase. 
Just  because  someone  would  have  to  get  out  of  bed  at  1:30  a.m. 
to  work  on  it. 

My  recommendations  are  as  follows: 

1 . Research  for  control  and  causative  factors  of  the  dis- 
ease must  have  first  priority. 

2.  A free  clinic  to  be  held  periodically  between  medical 
research  with  H.D.  patients  and  families. 

3.  Financial  help,  if  through  Medicare,  then  these 
agencies  must  be  educated  to  recognize  the  different  needs 
of  H.D.  patients  from  other  diseases. 

4.  Financial  help,  if  through  any  National  Health  Plan, 
make  sure  the  word  "hospital"  is  not  the  only  term  used  in  the 
policies  to  define  the  institutions  of  care,  so  catastrophic 
diseases  can  get  help. 

I am  not  a person  gifted  to  public  speech,  but  will  do  all 
I can  to  help  the  cause.  I plan  to  attend  the  meeting.  Thank 
you  for  listening. 
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MARILYN  MOONEY 

VALLEY  CENTER,  KANSAS  MARCH  21,  1977 


I feel  it  is  extremely  urgent  that  legislation  appro- 
priate more  money  for  the  fight  against  Huntington's  disease. 
We  seem  to  have  money  for  everything  except  science  research 
for  some  of  our  most  frightening  and  dreaded  diseases.  Please 
help  I 
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AN’N’A  MORrrz 

TIPTON,  KANSAS  MAY,  1977 


Just,  to  let  you  know  of  my  sad  experience  with  H.D. 

My  husband,  Henry,  died  of  it.  He  was  born  February 
15,  1893,  and  died  August  14,  1945 — age  52  years.  Daughter 
Alice  Brock,  born  October  13,  1920;  she  died  August  8,  1959 — 
aqc  49  years.  Daughter  Dorlyn  Mace,  born  June  4,  1926;  she 
died  July  24,  1957--age  31  years.  Son  Francis  Moritz,  born 
March  21,  1928;  he  died  November  30,  1973 — age  45  years.  Our 
two  sons,  Harold  and  Louis,  are  afflicted  with  the  disease 
and  are  in  the  VA  Hospital  in  Topeka.  Three  more  sons  are 
living.  One  son  is  married  and  has  a family  of  five  children. 
Another  son  has  a family  of  three  children,  and  a third  son 
has  one  child.  Five  out  of  eight  children  have  or  had  the 
disease. 

In  my  husband's  family  there  were  seven  children  and 
four  died  of  the  disease.  Three  more  are  still  living. 

Of  my  children  afflicted  with  the  disease,  Alice  was 
married  and  had  three  children.  Dorlyn  was  married  and  had 
two  children.  Francis  was  not  married.  Louis,  in  VA  Hospi- 
tal, has  six  children.  Harold,  in  VA  Hospital,  is  not  married. 

I an  so  very  thankful.  You  know  everyone  is  helping  so 

much . 


Thanks . 
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MRS.  JOE  MORITZ 

BELOIT,  KANSAS  MAY  1,  1977 


For  50  years  I have  seen  cousins  of  my  husband  suffer 
from  this  dread  disease.  I realize  in  the  past  25  years 
these  people  and  their  families  must  have  had  many  embarrass 
ing  moments.  I for  one  am  guilty  as  well  as  most  other 
citizens  of  our  town  where  I grew  up.  No  one  knew  it  was  a 
disease  and,  of  course,  we  all  thought  they  were  under  the 
influence  of  liquor.  I have  asked  the  Good  Lord  for  forgive 
ness  for  this  many  times.  It  must  have  been  terribly  embar- 
rassing for  him. 

In  one  family  (the  father  being  my  husband's  cousin) , a 
father,  two  daughters  and  two  sons  were  buried  from  this 
disease  with  two  more  sons  still  in  the  hospital.  I think 
the  program  needs  the  help  of  Federal  aid.  I am  very  much 
for  it  and  also  any  research  that  can  be  done. 


6-596 


Wichita,  Kansas 


May  10,  1977 


MARLENE  MORITZ 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  in  regard  to  Federal  aid  for  Huntington's 
disease.  The  disease  has  had  very  little  publicity,  but  "mus- 
cular dystrophy  and  multiple  sclerosis  were  also  at  one  time 
unknown  to  the  public. 

It  is  a hereditary  disease  passed  on  usually  from  one 
generation  to  the  next.  There  is  a family  in  Tipton,  Kansas, 
There  are  three  generations  that  I know  of  and  as  many  as 
five  brothers  and  sisters  in  the  last  generation  that  have 
had  Huntington's  disease  and  are  dead  from  it.  In  this  gene- 
ration, four  have  been  stricken.  The  family  I know  of  is 
Louis  Moritz;  he  is  in  his  mid-thirties.  He  has  a wife  and 
eight  children.  He  is  now,  as  far  as  I know,  in  the  hospital 
with  two  of  his  brothers  who  are  suffering  from  this  disease. 
He  has  lost  two  other  brothers  and  a sister  also  to  this 
crippling  disease. 

I feel  the  Federal  Government,  in  giving  funds  to 
foreign  countries,  should  help  our  fellow  man  first. 

This  is  a serious  problem  and  I do  hope  you  will  take  much 
time  and  thought  to  it. 


\ 
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MR.  AND  MRS.  MATT  MORITZ 

WICHITA,  KANSAS  MAY,  1977 


Yes,  we  are  concerned,  very  much  so,  about  Huntington's 
disease . 

It  has  been  in  the  family  for  quite  a long  time.  My 
husband  has  given  up  two  of  his  dear  sisters,  two  brothers, 
three  nieces,  one  nephew,  two  more  sick  with  H.D.  Others 
that  could  have  been  affected  with  this  crippling  disease. 

To  many  of  these  families,  this  sickness  creates  health 
care  for  the  patients,  emotional  and  financial  problems. 

• We  are  hoping  that  some  help  can  be  found  for  these 
sick  victims  in  the  near  future. 
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ROBERT  MORITZ 

TIPTON,  KANSAS  MAY  1,  1977 


Since  I am  of  the  conviction  that  short  letters  are  as 
effective  as  long  ones,  this  will  be  brief. 

I AM  concerned: 

Since  my  boyhood,  I have  to  a degree  been  in  the  midst 
of  H.D.  Four  aunts  and  uncles  have  been  afflicted  and  passed 
away,  and  I could  watch  their  plight  progress.  Since  then  a 
group  of  first  cousins  (children  of  the  aunts  and  uncles)  have 
been  affected.  My  father,  now  82  years  old,  seems  to  have 
be*_n  spared--the  same  as  I at  least  to  age  49. 

Why  my  concern?  Could  I still  contract  H.D.?  Could  my 
10  children  contract  it  alone  with  the  mushroomina  of  the 
generations  of  cousins  carrying  our  blood? 

Research  is  already  late! 

I urge  your  concern  1 

Thank  you  and  God  bless  you  in  your  work. 
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MR.  AND  MRS.  STAN  MORITZ 

BELOIT,  KANSAS  MAY  3,  1977 


Per  50  some  years  I have  seen  cousins  suffer  from  this 
dread  disease.  Not  only  the  cousins  but  their  children  have 
inherited  it. 

In  one  family  alone,  the  father,  two  daughters  and  two 
sons  have  died  and  now  two  more  sons  are  in  the  hospital 
in  pitiful  condition.  The  family  is  very  much  in  need  of 
financial  help  for  these  young  men. 

I think  the  program  definitely  needs  Federal  aid. 
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STEPHEN  MORITZ 

TIPTON,  KANSAS  MAY,  1977 


I personally  feel  that  the  money  spent  to  fight  H.D. 
is  going  to  a very  good  and  worthv;hile  cause.  I am  related 
to  a family  whose  dad  is  suffering  from  this  disease  and 
whose  children  are  at-risk  persons.  This  disease  has  caused 
much  suffering  and  pain  for  the  family  and  its  relatives. 

So  I would  like  to  see  Federal  aid  go  to  this  organization 
to  fight  this  disease  before  it  strikes  people  like  you  and  I. 


6-601 


Wichita,  Kansas 


May  10,  1977 


TOM  MORITZ 

TIPTON,  KANSAS  MAY,  1977 


Having  recently  learned  that  there  is  to  be  a Commission 
for  the  Control  of  Huntington's  Disease,  I would  like  to 
express  a few  thoughts.  I believe  that  this  disease  is 
becoming  significant  enough  that  it  should  be  brought  to  the 
attention  of  the  United  States  Congress  in  order  to  develop  a 
comprehensive  plan  in  order  to  obtain  a cure  for  it. 

I am  what  you  call  an  "at-risk"  person  along  with  my 
family  and  have  relations  who  have  it  now  and  have  died  from 
it.  This  has  caused  extreme  financial  and  emotional  hardships 
on  these  families  which  they  cannot  overcome.  As  of  now  only 
private  contributions  have  enabled  these  persons  with  the  dis- 
ease to  be  able  to  maintain  their  livelihood.  I feel  that 
some  form  of  Federal  aid  is  necessary  in  order  to  obtain  a 
cure  and  treatment  for  Huntington's  disease. 

This  disease  should  be  considered  along  with  so-called 
major  medical  diseases;  for  example,  cancer,  multiple  sclero- 
sis, etc. 
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V.KS.  WALTER  NELSON 

KATHRYN,  NORTH  DAKOTA  MARCH  15,  1977 


I am  writing  because  I am  concerned  about  finding  a cure 
for  Huntington's  disease,  or  at  least  helping  those  who  do  have 
It.  I don ' t have  the  disease  myself,  but  I had  an  aunt  who 
died  from  it  when  she  was  only  46  or  so  and  her  daughter  (my 
cousin)  also  died  from  it  when  she  was  about  the  same  age. 

Now  another  cousin  of  mine  from  this  same  family  has  it  and  is 
gradually  getting  worse  every  time  I see  her.  She  is  55  years 
old . 


Couldn't  something  be  done  to  help  her  while  she  is  still 
at  home?  She  went  through  the  Fargo  Clinic  last  summer  and  her 
doctor  gave  her  a prescription.  I'm  quite  sure  it  was  just  a 
tranquilizer  because  they  make  her  so  sleepy.  I don't  think 
she  will  be  able  to  stay  at  home  much  longer  and  try  to  do  her 
own  work,  because  she  is  so  bad  now,  that  she  falls  and  hurts 
herself  and  also  burns  herself  when  she  is  trying  to  cook  or  bake. 

Her  husband  could  help  her  more  than  he  does,  but  he 
acts  so  indifferent  towards  her,  as  if  he  doesn't  even  realize 
she  is  seriously  sick.  I think  families  of  H.D.  sufferers  should 
have  counseling  as  soon  as  they  know  their  loved  one  is  coming 
down  with  it. 

As  long  as  this  dreadful  disease  is  hereditary,  why 
doesn't  the  Committee  to  Combat  H.D.  educate  the  offspring  of 
victims  on  birth  control?  Like  these  two  cousins  of  mine, 
they  shouldn't  have  had  any  children  when  their  mother  had  it 
and  died  at  46,  but  one  cousin  had  two  children  and  the  other 
adopted  two  first,  and  then  had  one  of  her  own. 

I urge  you  to  do  all  you  can  to  combat  and  cure  H.D. 
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STEVE  NIEHAUS 

TOPEKA,  KANSAS  APRIL,  1977 


The  presence  of  Huntington's  disease  has  deeply  affected 
my  family.  I think  the  overwhelming  sense  of  hopelessness 
is  the  hardest  and  most  severe  on  our  family's  spirit.  We 
are  not  "fortimate"  enough  to  be  victims  of  a famous  disease 
like  cancer  or  muscular  dystrophy. 

Personally,  sometimes  I feel  as  if  an  unknown  gloom  has 
been  placed  within  the  thoughts  of  my  future  years.  It  is  so 
frustrating  not  to  know  whether  I have  this  ugly,  incurable, 
unfathomable  disease.  It's  scary. 

Yet  because  of  twentieth-century-man's  incredibly  rapid 
advancements  in  technology  and  science,  I am  quite  confident 
that  with  enough  research,  VERY  positive  steps  could  be  taken 
towards  solving  the  mystery  of  H.D. 
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TED  NIEHAUS 

TOPEKA,  KANSAS  APRIL,  1977 


I first  saw  my  grandmother  with  H.D.,  but  I was  too 
young  to  really  know  what  was  going  on.  I didn’t  realize 
what  the  disease  was  until  my  dad  and  mom  told  us  what  it 
was.  I was  9 or  10  and  we  went  to  the  K.U.  Medical  Center 
for  blood  tests.  I occasionally  remember  scenes  of  my 
parents  arguing  when  I was  a kid.  Dad  would  lose  his  temper 
sometimes  and  throw  things  and  I remember  him  hitting  my  mom 
on  a few  occasions.  The  arguments  would  usually  stop  then 
and  my  mom  would  be  crying.  I don't  remember  much  of  these 
things  and  some  of  the  things  are  kind  of  vague. 

My  parents  got  a separation  when  I was  in  the  fourth 
grade.  Then  they  got  a divorce.  A few  months  later  we  found 
out  that  Dad  had  H.D. 

Knowing  that  there  is  a 50-percent  chance  of  me  contract- 
ing the  disease  just  bugs  the  hell  out  of  me  if  I think  about 
it  too  much.  Another  thing  about  it  is  if  I ever  want  to  get 
married,  I'd  have  to  make  the  choice  with  my  wife  whether  to 
have  our  own  kids  or  to  not  take  chances  and  adopt. 

As  I've  seen  my  dad  every  one  or  two  weeks  for  the  past 
years,  I've  noticed  how  he's  becoming  progressively  worse. 

He's  got  problems  and  I find  it  sometimes  hard  to  communicate 
with  him.  Maybe  that's  because  I have  problems  too.  After 
seeing  him  I am  usually  angry  and  depressed.  This  has  been 
lessening  through  time,  though,  because  I feel  I can  under- 
stand him  better.  I used  to  be  really  embarrassed  when  seen 
with  him  in  public,  because  of  the  way  people  react  around 
him.  I once  had  a friend  ask  me  if  he  was  an  alcoholic 
because  of  his  jerky  movements,  loud  voice  which  carries,  and 
his  more  frequent  cussing.  I am  in  therapy  now  and  am 
finally  getting  my  feelings  out. 
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DORIS  M.  NOONAN 

(TRANSCRIBED  BY  MARY  C.  NOONAN) 

CUNNINGHAM,  KANSAS  APRIL  24,  1977 


The  following  is  a transcription  from  a tape.  It  is 
the  testimony  of  my  mother,  Doris  M.  Noonan.  When  Mother 
heard  about  the  Commission  she  wrote  and  asked  that  I come 
and  take  her  testimony  so  that  she  could  participate. 

Mother  is  54  years  old  and  has  been  in  a care  facility 
for  the  past  12  years  with  Huntington's  disease.  She  is  one 
of  6 children  and  has  10  children  herself.  In  order  to  help 
with  clarification  I have  added  comments  in  parentheses. 

April  11,  1977 

DORIS  (D) : The  doctor  said  women  don't  have  it  (H.D.). 

MARY  (M) : But  you  felt  like  you  were  sick  or  something  was 

wrong? 

D:  Yes,  I had  trouble  choking  and  jerking. 

M:  You  didn't  know  what  was  wrong  because  you  didn't  know 

what  Granddad  had,  is  that  right? 

D;  They  said  he  had  Parkinson's. 

M:  And  so  Dr.  Wittman  (family  GP)  told  you  that  you  couldn't 

have  H.D.  because  women  don't  have  it? 

D:  Anyway,  they  pumped  air  in  my  brain  every  Saturday.  It 

was  hard  for  me  to  understand  why  no  one  in  Wichita 
(Kansas)  said  I had  it  and  the  doctors  in  Kansas  City 
said  I did. 

M;  Did  you  see  Dr.  Hagan  too?  (GP) 

D:  Yes,  he  thought  I had  it  and  I saw  a specialist. 

M:  Dr.  Snyder  (neurologist)?  But  somewhere  in  there  you 

went  to  see  Dr.  Kurth  (psychiatrist)? 

D:  Your  dad  didn't  talk  at  all  and  that  was  hard.  (She 

went  for  psychiatric  therapy  after  being  told  her  problems 
were  psychiatric.) 
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M:  Did  they  think  it  was  a psychiatric  problem? 

I):  Yes. 

M:  How  did  Lamed  State  Hospital  figure  into  this? 

I):  I thought  we  couldn't  afford  a care  home.  I think 

they  cost  $45/month.  Anyway,  being  locked  up  isn't 

the  thing  to  do.  They  gave  us  all  the  same  tranquilizer 
too . 

M:  Then  you  felt  like  they  didn't  really  understand? 

D:  They  kept  asking  me  if  I didn't  feel  this  was  clearing 

up.  (Laughter)  Are  you  understanding  me? 

M:  We're  following  you;  v;e ' re  with  you.  So  did  you  feel 

like  it  was  your  decision  to  go  into  a nursing  home? 

D:  Your  dad  checked  several  places  but  I'm  happy  because 

it's  right. 

M:  But  that  was  probably  pretty  hard  for  you,  wasn't  it? 

D:  Sure.  (Interruption  by  care  home  staff.)  I said  I 

didn't  want  any  abortions.  I've  been  in  nursing  home 
for  12  years.  He  said  I was  the  first  H.D.  patient  at 
Lakin  (care  home  at  Lakin,  Kansas). 

M:  Who  said  that? 

D:  Dr.  Sabo;  and  it's  the  same  here  (Hilltop  Manor,  Cunning- 

ham, Kansas) . 

M:  Have  you  had  trouble  with  medicines? 

D:  No.  I take  thorazine  two  times  a day. 

M:  And  that  helps  pretty  much? 

D:  Yes;  to  at  least  recognize  you.  (Laughter) 

M:  What  do  you  feel  has  been  some  of  the  hardest  things 

for  you? 

D;  Leaving  home  because  I couldn't  eat  for  2 weeks,  not  even 
candy  at  Christmas. 
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M;  You  liked  Lakin  (first  care  home)  but  you  had  a hard 
time  leaving  home? 

D;  Yes,  anything  is  better  than  taking  my  life  like  my 
brother  (Paul)  did.  Oran  (unafflicted  brother)  said 
he  didn’t  want  to  see  my  life  like  he  saw  Paul's. 

M:  So  you  think  it's  better  to  be  in  a nursing  home  than  to 

do  what  Uncle  Paul  did? 

D:  There's  so  many  days  I felt  like  it  (suicide)  that  it's 

hard  for  me  to  remember  now.  Pauline  (Paul's  wife) 
denied  he  had  it  (H.D.)  and  his  death.  We  went  to  see 
where  they  buried  him. . . (Unable  to  understand) . 

M:  How  long  do  you  think  it  took  for  you  to  adjust  to  leav- 

ing home? 

D:  Your  dad  said  I shouldn't  be  cross  with  you  guys. 

M:  Daddy  said  you  had  been  cross  with  us? 

D:  But,  I don't  think  so. .. (unable  to  understand)...! 

really  enjoyed  you  guys.  (Prior  to  mother  leaving 
home  there  were  many  times  when  she  would  beat  the 
younger  kids.) 

M:  We  enjoyed  you  too.  And  so  it  was  pretty  hard  to  leave 

thinking  that  you  would  be  leaving  all  us  kids  without 
a mother? 

D:  (Pause.)  How  old  was  Sara  (youngest  daughter)? 

M:  She  was  three. 

D:  (Unable  to  understand.)  I used  to  take  you  kids  to  ball 

games  and  I really  enjoyed  that.  Being  home,  I got  to 
a place  where  I couldn't  answer  the  phone.  Do  you 
understand? 

M:  Yes,  why  couldn't  you  answer  the  phone? 

D:  I said  it  was  too  much  trouble  for  me  to  answer  the 

phone  because  once  we  got  direct  dial  you  had  to  answer 
promptly . 

M:  It  was  hard  to  handle  answering  the  phone  right  away? 
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D:  Your  dad  put  a phone  in  the  greenhouse  and  that  helped. 

The  direct  dial  was  the  problem  because  if  you  called 
I couldn't  be  sure  where  you  were  and  who  you  were. 

M:  Can  you  think  of  anything  that  would  have  made  it  easier 

to  leave  home? 

D:  Nothing  because  God  takes  care  of  my  needs  when  I didn't 

think  he  would.  We  were  able  to  find  Lakin  and  now. . . 
(Unable  to  understand) ...$ 50 . I asked  her  this  week. 

M:  How  much  it  (care  home)  costs? 

D:  Yes. 

M:  Are  you  worried  about  that? 

D:  Yes,  but  I said  go  on  and  look  at  it. 

M:  You  thought  about  that  (cost)  then? 

D:  Yeah. 

M:  But  that  would  probably  mean  you  wouldn't  be  able  to 

stay  here. 

D:  Yes,  and  I wouldn ' t ... (Unable  to  understand) ... I 'm  happy. 

M:  It  gets  really  frustrating  to  try  to  communicate, 

doesn ' t it? 

D:  Yeah,  I get  so  many  calls  but  I... 

M:  That's  why  you  don't  answer  the  phone  calls,  right? 

D:  Yes,  it's  hard  to  be  understood. 

M:  Hard  to  have  to  keep  repeating  yourself? 

D:  Yeah. 

M:  Do  you  have  trouble  like  that  with  the  staff? 

D:  No. 

M:  Wava  (staff  person  at  care  home)  seems  like  a real 

nice  person. 
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D:  I think  so  but  it's  real  hard  on  the  weekends  when 

nobody  comes. 

M:  Do  you  have  trouble  eating? 

D:  Swallowing,  yes. 

M:  Does  that  worry  you? 

D:  Sure. 

M:  The  medicine  seems  to  help  that? 

D:  Yeah,  I take  medicine  for  choking. 

M:  Do  you  feel  like  you  have  to  eat  more  food  because  of 

the  energy  you  use? 

D:  Yes,  I'm  always  hungry.  I've  been  hungry  all  my  life. 

(Laughter.)  Money ...  (unable  to  understand)..!  try.  I 
don't  want  to  be  fed.  Bea  (roommate)  likes  it  (to  be 
fed)  but  I don't.  That's  why  I'm  here  so  I don't  have 
to  rush.  Your  Uncle  George  has  it  (H.D.). 

M:  Uncle  George  is  a lot  different  though,  isn't  he?  In 

the  way  it's  bothered  him,  he's  been  more  of  a mental 
deterioration? 

D:  (Unable  to  understand) . . .Yes  and  I think  he  takes  medi- 

cine . 

M:  Have  you  had  trouble  having  doctors  who  understand 

what's  going  on? 

D:  Yes.  Dr.  (?)  hasn't  been  here  for  a few  days 

because  he  went  to  California. 

M:  Oh,  so  you  don't  even  have  a doctor  around  here  now? 

D:  Nope,  for  a bit. 

M:  There  was  another  H.D.  patient  at  Lakin  later,  wasn't 

there? 

D:  Four  or  five,  I forgot. 
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M:  Do  you  think  it  would  help  to  have  a nursing  home  with 

just  H.D.  people? 

D:  No  because  there's  at  least  100  different  kinds  of  Hunt- 

ington ' s . 

M:  What  do  you  think  would  help  at  this  point  with  H.D. 

in  general? 

D:  Advertise.  I (Unable  to  unders tand) . . . and  have  you  kids 

sterilized  so  it  could  go  down  on  record. 

M:  You  think  that's  important  to  not  have  any  otner  kids? 

D:  Yes,  I had  you  guys  because  I was  warm  all  month.  I 

didn't  believe  it.  I thought  I used  B.C.  pills  but 
that  didn't  work  either.  I took  my  temperature  and 
you  kids  wanted  to  know  if  I was  sick.  (Laughter.) 

M:  You  used  rhythm? 

D:  Yes. 

M:  That  doesn't  work  too  well,  does  it? 

D:  No.  I didn't  have  a free  time.  (Laughter.)  I'm  glad 

I got  to  go. . .because  I ask  God  to  take  care  of  over  and 
help  take  care  of  you  guys.  He  made  the  molding. 

M:  That's  about  all  you  can  do  is  ask  God  to  take  care  of 

things,  huh? 

D:  And  he  does. 

M:  Does  that  bother  you  a lot  to  think  about  us  getting 

H.  D.  ? 

D:  Yeah.  God  will  help.  He's  helped  me  accept  it  a day 

at  a time . 

M:  What  else  do  you  think  we  should  be  doing? 

D:  I think  (Long  Pause) ...Mary,  how  much  tape  do  we  have  left? 

M:  We're  doing  okay;  we  have  plenty.  What  kinds  of  treat- 

ment did  you  have  before  you  were  first  diagnosed? 
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D:  At  Lakin , instead  of  pumping  air  in  your  brain,  they 

were  taking  blood. 

M;  What  was  pumping  air  supposed  to  do? 

D:  To  see  if  I had  (unable  to  understand)  and  they  pumped 

air  in  my  brain;  but  Wichita  didn't  and  I had  a terri- 
ble headache  afterwards.  But  I couldn't  tell  you  why, 
and  I didn't  ask... he  said  I had... once  a week. 

M:  Did  you  have  some  shock  therapy  too  under  Dr.  Kurth? 

D:  Yes. 

M:  Was  it  bad? 

D:  Real  bad  for  me. 

D:  You  forget  your  name  or  who  you  are... hard  to  do  taking 

drugs . 

M:  How  much  (shock  therapy)  did  you  have? 

D:  Three  months  or  so,  maybe  I'm  wrong.  Is  there  any  way 

to  check?  (Mother  had  shock  therapy  off  and  on  for  about 
1-1/2  years  as  an  outpatient  and  3 months  as  an  inpatient) 

M:  We  could  probably  check  your  records  but  I think  that's 

probably  right  from  what  I remember.  Did  that  make  you 
mad  at  Dr.  Kurth? 

D:  Yeah,  because  I didn't  feel  any  help. 

M:  Do  you  feel  like  it  made  the  H.D.  worse? 

D:  No. 

M:  Did  you  already  think  you  had  H.D.  when  they  were  giving 

you  these  shock  treatments? 

D:  Well,  I want  it  down,  Mary,  that  if  they  want  a brain  they 

can  take  mine  because  they  thought  Dad  had  Parkinson's 
and... I wished  they  would  have  taken  blood  samples  instead 
of  putting  air  in  my  brain. 

M:  When  you  were  first  in  a care  home  did  they  have  medica- 

tion for  you  then? 
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L) . I took  thorazine.  Dr.  Sabo  said  I was  his  guinea  pig 
bee  !Uso  he  didn't  know  what  to  do  for  H.D. 

So  are  you  still  on  thorazine  and  it's  worked  all  this 
t i me? 

D;  Yes,  but  I said  I had  to  give  blood  samples  to  get 
checked.  At  Lakin,  instead  of  pumping  air  they  got 
i .lood.  . . 

M;  You've  had  trouble  with  falling? 

D:  Yes,  but  last  time  I couldn't  hold  still  for  x-rays  so 

they  sewed  me  up  anyway. 

M:  How  do  you  feel  about  your  wheelchair? 

D:  Well,  it's  part  of  me.  (Laughter)  ...new  furniture  is 

hard  to  sit  in.  I'm  afraid  of  falling. 

M;  Weren't  you  kind  of  mad  at  first  with  having  a wheel- 
chair? 

D:  I said  I was  tired  of  falling  with  the  walker  and  cane. 

M:  You  miss  the  gardening  you  were  doing  at  Lakin? 

D:  Yes,  I also  said  in  Lakin  I washed  pots  and  helped 

with  the  laundry. 

M:  Were  they  short-handed? 

D:  My  roommate  said  why  did  I do  that  for  no  pay  and  I said, 

”1  don't  want  to  be  confined  to  bed  like  you  are."  (Laugh) 

M:  You  think  one  of  the  keys  is  to  stay  active  then? 

D:  Yeah.  I do  because  God  gave  m.e  the  strength  and  I 

can't  go  home.  I make  my  bed  every  day  and  take  my 
own  bath. 

M:  Do  you  think  going  into  a nursing  home  is  the  right 

decision? 

D:  Yeah,  but  it  depends  on  the  person.  Lots  of  people  don't 

like  them  but  I do... When  God's  ready,  he'll  call  me. 

It  was  hard  to  take  at  home. . .1  made  four  beds  a day  in 
Lakin  including  the  rubber  sheets. 
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M:  Do  you  feel  you  have  many  bad  days? 

D:  Yes.  It's  a new  decision  on  life  everyday.  That's  why 

Paul  (brother)  killed  himself.  He  layed  up  his  billfold 
and  hung  his  pants  before  he  killed  himself. 

(NOTE:  This  next  section  in  brackets  was  not  on  the  tape.) 

[She  said  she's  not  afraid  of  death  because  there  is  life 
after  death  and  receives  communion  every  Saturday.  The 
priest  breaks  the  bread  in  half  for  her  to  make  it  easier 
to  swallow.  She  has  to  have  something  to  wash  it  down.] 

M:  What  about  your  family's  reaction,  like  Norman  (unafflicted 

brother)  and  Frank  (same)? 

D:  ...They're  not  afraid  to  die  either... 

M:  Do  you  think  Norman  and  Berdell  (Norman's  wife)  thought 

that  going  into  a nursing  home  was  a bad  thing  for  you? 

D:  I don't  think  so,  do  you? 

M:  Sometimes  I thought  I got  that  feeling--that  they  thought 

you  should've  been  able  to  stay  at  home. 

D:  They  went  to  see  where  they  buried  Paul.  I don't  know. 

M:  What  do  you  think  about  insurance?  Do  you  worry  about  it? 

D:  No,  because  insurance  doesn't  worry  me  since  your  dad  pays 

it.  I ask  Betty  (medical  nurse)  how  much  they  were  a 
pill . 

M:  What  did  Betty  tell  you? 

D:  Fifty  cents  a pill. 

M:  How  many  pills  do  you  take  a day? 

D:  Quite  a bit.  Four- -I  don't  know — two  a day;  one  at  noon 

and  one  at  4 or  5. 

M:  Do  you  feel  you've  been  left  out  of  the  family's  decision? 

D:  No.  I was  afraid  to  eat  because  of  choking.  (I  think  she 

was  trying  to  convey  that  at  the  time  she  was  home  she  was 
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having  enough  difficulties  with  the  disease  that  she 
was  content  to  not  have  to  deal  with  any  decisions.) 

M:  Choking  was  one  of  your  biggest  problems  at  home, 

wasn't  it? 

D:  I asked  one  of  the  doctors  and  he  said,  "Instead  of 

choking  to  death  you'll  pass  out  first." 

M:  Do  you  believe  that? 

D:  Sure.  It's  already  happened  to  me. 

M:  When  did  you  have  your  thyroid  removed? 

D:  I forgot.  I took  iodine  before  they  did  it.  The  doctor 

thought  my  choking  was  because  of  my  thyroid.  He  thought 
I had  adhesions  in  my  throat,  but  I didn't  have. 

M:  Well,  do  you  remember  how  old  you  were — in  your  20 's  or 

30's? 

D:  I'm  not  sure,  may  have  been. 

M:  I was  curious  because  you  know  Wilma  at  the  hospital  who 

has  H . D. ? 

D:  Yes. 

M:  She's  had  her  thyroid  taken  out  and  there's  been  several 

other  H.D.  people  that  I've  met  that  have  had  their  thy- 
roid removed,  and  I was  just  wondering  if  there  wasn't 
some  correlation.  If  there  weren't  some  early  symptoms 
that  maybe  looked  like  the  thyroid  and  everyone  got  their 
thyroid  taken  out  by  accident.  Do  you  know  what  I mean? 

D:  Yeah.  Sure. 

M:  Did  it  frustrate  you  when  you  had  so  many  doctors  telling 

you  it  wasn't  this  and  was  that? 

D:  Yes,  sure.  I was  disappointed  in  Wichita  because  they 

claimed  women  don't  have  it. 

M:  Did  that  make  you  feel  like  you  didn't  want  to  trust 

doctors  very  much? 
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D:  Yes.  Then  we  got  an  appointment  for  Kansas  City  every 

month  and  they  took  a week  after  tests  to  tell  us. 

They  took  all  kinds  of  tests,  mostly  coordination  tests. 

Do  you  fear  death,  Mary? 

M:  No. 

D:  Good.  Well,  I think  your  dad  does. 

M;  Why  do  you  say  that? 

D:  ...He*s  afraid  to  die. 

M:  Do  you  think  that's  why  it's  hard  for  him  to  come  see 

you  sometimes? 

D:  He  cried  for  the  first  time  on  the  trip  to  bring  me  here. 

(August  1976) 

M:  That's  the  first  time  he's  shown  his  emotions  to  you 

for  the  12  years  you've  been  away?  That's  a long  time. 
What's  it  like  when  he  comes  to  see  you?  I can  imagine 
it's  very  hard. 

D:  Yes.  He  pays  the  bill  without  griping,  doesn't  he? 

M:  Yes. 

D:  I thought  maybe  he  might  not  be  able  to  pay  it.  That's 

why  I went  to  Lamed. 

M;  Do  you  have  trouble  sleeping?  Do  you  take  sleeping 
medicine? 

D;  No.  Bea  (roommate)  does,  but  I don't  need  any. 

M:  That's  probably  because  you  don't  take  a nap.  (Laughter) 

D:  Who  says  I have  to?  (Laughter)  I take  a towel  with  me 

to  the  bath  because  I fall  and  then  there's  urine.  That's 
why  it  takes  more  towels  than  they  give  you.  I cleaned 
the  pot  yesterday  with  toilet  paper  and  a wash  cloth 
because  they're  short  on  help.  (There  was  a malfunction 
of  the  tape  at  this  point  making  exact  transcription 
impossible.  The  following  is  a short  synopsis  of  the 
content. ) 
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She  stated  she  knows  she  can't  go  home  because  it  would 
take  more  strength  than  she  has  to  leave  again. 

She's  received  the  last  rites  (Catholic)  three  times  and 
wants  to  donate  her  body  as  a last  gift.  Jim  (her  husband)  has 
signed  papers  accordingly. 

For  the  present  she  enjoys  living  and  feels  she  will  con- 
tinue to  do  so  until  she  can't  "do"  for  herself  anymore.  She 
feels  she  has  a good  memory. 
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MARY  C.  NOONAN 

WICHITA,  KANSAS  FEBRUARY  25,  1977 


I have  put  off  writing  to  you  because  there  seems  too  much 
to  tell.  However,  this  opportunity  is  perhaps  the  most  exciting 
for  all  H.D.  involved  people.  Therefore,  I ask  that  you  bear 
with  me  and  I will  try  to  tell  my  H.D.  story  as  it  comes  to  me 
and  so  it  may  not  be  in  order  of  events. 

I am  28  years  old,  one  of  ten  children  and  at  risk  for  H.D. 
My  mother  has  H.D.  and  has  been  in  care  homes  for  13  years  now. 

Her  father  had  H.D.  and  out  of  the  six  children  in  their  family, 
three  were  afflicted:  my  mother,  an  uncle  in  a VA  hospital  in 

Colorado  and  another  uncle  who  committed  suicide  with  this  dread 
disease . 

I suppose  the  real  story  starts  back  when  I was  a child... 
all  the  times  my  mother  would  go  to  discipline  one  of  us  kids 
and  didn't  seem  to  know  when  to  stop.  If  it  hadn't  been  for  my 
two  older  sisters  pulling  her  off  I have  often  wondered  what  would 
have  resulted.  She  seemed  to  cry  over  the  smallest  things  and 
yet  when  the  big  things  happened  her  responses  were  most  inappro- 
priate compared  to  the  love,  support  and  discipline  I had  once 
known  in  my  very  young  years.  When  us  kids  get  together  there 
are  always  stories  about  our  childhood  I don't  remember — I 
suppose  in  blocking  some  of  the  bad  memories  I also  lost  many  of 
the  good  ones. 

I do  remember,  however,  on  many  occasions  mother  telling 
us  there  was  something  going  wrong  with  her  body  and  that  she  was 
sick,  although  she  did  not  know  what  it  was.  (Note:  Grandfather 

died  before  I was  born  and  was  misdiagnosed  as  alcoholic  and  epi- 
leptic— even  though  he  never  drank.  There  was  also  question  as 
to  a possibility  of  Parkinson's.) 

It  seemed  as  though  Mother  was  always  going  to  our  family 
G.P.  She  had  her  thyroid  removed  and  received  many  hormones  to 
help  regulate  her  "bad  moods."  Daddy  then  received  word  from 
my  uncle's  family  in  California  that  there  might  be  a possibility 
of  a hereditary  disease  called  Huntington's  chorea  in  the  family. 
This  was  discussed  v/ith  the  family  doctor  and  he  reassured  Dad 
that  this  disease  only  afflicted  males  and  it  was  therefore  an 
obvious  diagnosis  that  she  was  psychotic  and  that  she  should  see 
a psychiatrist. 
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This  psychiatrist  confirmed  this  diagnosis  and  it  was  to 
1)0  over  the  next  three  years  that  she  was  in  and  out  of  one  of 
tho  hospitals  here  and  a state  mental  institution  and  receive 
tho  "holp"  of  approximately  1-1/2  years  of  shock  treatment. 

I remember  this  well  because  I was  just  old  enough  to  visit  at 
the  hospital  and  us  older  girls  had  a chance  to  go  see  her. 

I had,  however,  overheard  Daddy  tell  someone  what  she  was  like 
after  these  treatments — she  didn't  always  know  who  you  were  and 
would  put  on  several  sets  of  clothes  at  the  same  time  and  often 
wrong  side  out.  I was  scared  that  I couldn't  deal  with  this 
and  Daddy  had  said  above  all,  we  weren't  allowed  to  cry  when  we 
saw  her.  The  night  we  were  to  go  visit  I sat  down  to  the  piano 
to  bury  myself  in  my  "escape  world"--I  had  decided  that  I just 
couldn't  do  it.  My  older  sister  kept  bugging  me  that  I had 
better  get  ready  to  go . I ignored  her.  She  then  got  very  mad 
at  me  and  accused  me  of  not  loving  Mother  enough  to  go  visit. 

I remember  informing  her  in  very  emphatic  terms  that  the  Mother 
I loved  was  not  the  person  that  those  treatments  had  rendered 
my  Mother  to  be  and  that  I was  not  going. 

Those  three  years  passed  with  Mother  coming  home  off  and 
on  and  each  time  it  seemed  us  kids  were  left  in  a "damn  if  you  do 
and  damn  if  you  don't"  relationship  with  her.  My  sister,  Chris, 
just  younger  than  I,  and  my  brother  Tim,  four  years  younger  than 
Chris,  received  the  brunt  of  these  years.  They  were  often  beaten 
for  trivial  things.  Daddy  seemed  to  be  getting  farther  behind 
with  all  the  medical  bills  and  caught  in  the  middle  as  far  as  us 
kids  were  concerned. 

Finally,  Daddy  heard  of  a doctor  at  KU  Med  Center  in  Kansas 
City  who  knew  of  H.D.  and  he  took  Mother  to  see  him  just  in  case 
these  other  doctors  were  wrong.  Dr.  Ziegler  cleared  the  miscon- 
ception that  only  males  could  get  H.D.  and  diagnosed  Mother. 

The  time  came  shortly  after  that  in  which  it  was  impossible  for 
her  to  safely  stay  at  home. 

It  was  a school  day,  I was  15  years  old  and  I knew  the 
minute  I hit  the  door  something  was  up.  The  two  oldest  (Judy 
and  Teri)  were  crying  and  mother  was  sitting  at  the  door  with 
her  bags  packed  but  showing  no  emotion  whatsoever.  Daddy  said 
he  wanted  to  talk  to  Judy,  Teri  and  I.  He  started  to  explain 
that  Mother  was  going  to  a care  home  and  would  never  be  home 
again.  He  started  crying  and  saying  that  he  did  not  know  if  he 
had  made  the  right  decision  and  had,  in  fact,  received  much  oppo- 
sition from  the  family  on  both  sides.  He  did  know,  however,  that 
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it  was  the  hardest  decision  he  had  made  in  his  life.  I was  the 
oldest  at  home  with  Teri  away  at  x-ray  school  and  Judy  in  col- 
lege and  everyone  else  was  crying,  so  I figured  someone  needed 
not  to  cry  and  I took  him  and  held  him  and  told  him  we  loved  both 
him  and  Mother  very  much  and  that  right  or  wrong,  we  would  sup- 
port his  decision  and  respect  him  for  making  it.  It  was  a very 
sad  day. 

(Note:  Prior  to  Mother  leaving  and  after  her  H.D.  diag- 

nosis, she  and  Daddy  had  consulted  the  parish  priest  about  a 
birth  control  dispensation  because  of  the  hereditary  factor  of 
H.D.  The  priest  said  there  were  no  exceptions  and  being  strong 
catholics  rather  than  take  or  use  contraceptives  they  did  not 
have  intercourse  for  about  a year  before  she  left.  I felt  and 
still  do  feel  this  to  be  very  unfair  and  narrow  on  the  part  of 
this  priest.) 

There  were  eight  of  us  still  at  home  when  Mother  left, 
ranging  in  age  from  15  to  3.  We  all  pulled  together  more  than 
ever  before  making  schedule  sheets  and  delegating  responsibilities. 
Anyone  who  was  old  enough  to  hold  a job  of  any  kind  did  so  and 
us  older  ones  took  on  our  own  clothes,  doctor  and  school  expenses. 
My  personal  schedule  ran  something  like  this:  At  4:30  in  the 

morning  I got  up  and  went  to  a veterinarian  clinic  to  clean  cages 
and  prepared  the  animals  for  the  day's  surgery,  except  on  Satur- 
days when  I worked  the  morning  with  the  doctor  and  the  afternoon 
scrubbing  and  waxing  the  clinic  floors  with  the  industrial-sized 
buffers  (needless  to  say,  I knocked  a few  holes  in  the  walls 
learning) , I was  home  by  6:00  a.m.  to  get  the  rest  of  us  up  and 
get  those  responsible  making  breakfast  and  packing  school  lunches; 
at  7:10  a.m.  I left  for  school  and  worked  the  first  hours  as 
receptionist  at  the  front  desk  and  fourth  hour  in  the  library  as 
assistant  (this  was  my  study  hall)  and  lunch  I worked  the  cafeteria 
(these  were  all  applied  to  my  tuition) . I was  usually  home  by 
4:00  p.m.  at  which  time  I went  back  to  the  clinic  to  clean  up 
after  the  day's  animals,  being  back  at  home  no  later  than  5:45 
to  get  supper  started  and  everyone  to  do  their  homework.  Daddy 
usually  called  about  this  time  to  see  how  the  day  was  going  and 
see  if  we  needed  him  to  bring  anything  home  from  work.  On  Friday 
and  Saturday  nights  I had  regular  babysitting  jobs.  I was  often 
harrassed  by  kids  at  school  because  I never  went  to  any  games  or 
participated  in  other  school  activities.  I was  a "B"  student 
throughout  this  time--that  is,  a tired  B student. 
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This  schedule  lasted  only  for  four  months.  It  was  at  this 
lime  my  uncle  in  California  was  advanced  enough  with  H.D.  that 
h«->  had  to  be  admitted  to  a VA  hospital.  They  had  two  boys  and 
were  having  a tough  time  so  Daddy  and  my  aunt  decided  it  might 
help  to  combine  families.  It  was  around  Christmas  time  that  they 
came  here  to  Wichita.  I remember  that  so  very  well  because  I 
think  that  this  was  the  first  time  the  little  kids  realized  that 
Mother  would  not  be  home. 

It  was  customary  for  our  family  to  "hear"  the  night  prayers 
of  the  little  ones.  We  had  the  regular  prayers  we  said  and  then 
if  any  of  the  kids  had  special  prayers  they  said  them^  sometimes 
out  loud  but  this  was  not  required.  It  was  this  first  Christmas 
without  Mother  that  Sara  and  Robert  (the  two  youngest--ages  3 and 
4-1/2)  said  their  special  prayer.  It  went  something  like  this; 

"Dear  God,  there  is  only  one  thing  that  we  want  for  Christmas  this 
year  but  we  already  know  that  we'll  get  it  because  Mother  has  never 
missed  a Christmas.  Please  help  her  to  get  better  so  she  will  be 
home  by  Christmas."  I tried  to  explain  to  them  that  shy  of  some 
miracle,  Mother  would  not  be  home  again.  We  all  cried  together. 

Aunt  Virginia  and  boys  arrived  and  there  was  much  rebellion 
because  she  and  Dad  thought  it  would  help  to  call  her  "Mom"  to 
distinguish  her  role.  The  younger  kids  repeatedly  announced  that 
she  was  not  their  mother  and  the  adjustment  was  hard.  I was 
rebelling  because  I had  had  so  much  responsibility  and  now  all 
of  a sudden,  it  seemed  as  though  I was  no  longer  needed,  I was 
grateful  to  leave  that  summer  to  work  on  a ranch  as  a baker's 
assistant.  In  talking  to  my  younger  sister  once  that  summer,  I 
shared  her  "child  imagination"  suspicions  that  they  were  having 
an  affair.  They  were,  in  fact,  only  finally  in  a position  to 
share  with  each  other  the  burdens  that  H.D.  had  placed  on  their  live 
as  parents  and  spouses.  Having  little  objectivity  we  only  became 
more  bitter  with  our  unfounded  thoughts.  Aunt  Virginia  stayed 
with  the  family  for  nine  years  before  moving  out  on  her  own.  Her 
life  philosophy  was  so  different  to  Mother's  and  although  she 
gave  unselfishly,  there  was  much  suffering  when  she  would  put 
locks  on  the  refrigerator,  freezer  and  linen  cabinet  to  "keep 
anyone  from  eating  food  needed  for  meals  or  changing  the  beds 
except  on  the  prescribed  days."  Everyone  was  under  pressures. 
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It  was  thought  that  we  could  better  deal  with  some  of  these 
pressures  if  all  of  us  would  go  for  counseling.  We  went  collec- 
tively to  the  Catholic  Counseling  for  Family.  It  was  a terrifyinqj 
experience  since  the  counselor  did  not  understand  H.D.  and  often 
accused  us  of  not  being  more  loving  and  understanding  and  "to 
pray  harder."  The  counseling  did  not  last  long. 

The  difficulty  in  finding  a care  home  which  will  care  for 
an  H.D.  patient  is  overwhelming.  The  state  institutions  keep 
H.D.  patients  for  90  days  and  then  evaluate  the  case  and  deter- 
mine that  "this  type  of  heavy-care  patient"  does  not  belong  there 
and  releases  the  patient  and  the  trauma  of  finding  a place  starts 
again . 


The  nursing  home  Mother  finally  ended  up  with  was  close  to 
five  hours  driving  from  Wichita.  Daddy  discouraged  all  of  us 
from  going  to  see  her  because  he  felt  it  would  upset  us  and 
Mother  too  much.  He  finally  decided  we  had  to  be  18  years  old 
before  we  would  be  allowed  to  go. 

I was  accepted  on  scholarship  to  a school  in  Topeka  and 
was  to  be  there  for  two  years.  It  was  during  this  time  that  the 
film  "Valley  of  the  Dolls"  had  come  out.  I went  not  knowing 
that  there  was  an  H.D.  case  in  the  story.  When  it  got  to  the 
part  in  the  institution  where  the  man  with  H.D.  was  shown,  I 
became  hysterical,  having  never  invisioned  that  as  a possibility 
for  Mother  or  any  of  us  and  I had  not  seen  Mother  for  two  years 
so  what  was  I to  think?  After  that  film,  I was  determined  to  go 
see  Mother  so  I could  see  for  myself  if  this  was  indeed  the  truth. 

It  was  also  during  this  time  at  school  that  my  younger  sis- 
ter, Chris,  was  to  have  cancer  and  have  to  have  a left  radical 
mastectomy  on  her  16th  birthday.  Daddy  started  drinking  heavily — 
he  had  seen  his  family  go  through  too  much.  Just  prior  to  this 
time,  he  had  started  a research  program  for  H.D.  dealing  with  a 
blood  linkage  through  KUMC  and  Dr.  R.  Neil  Schimke  and  Dr.  Ziegler 
By  started,  I mean  that  he  called  every  friend  and  spoke  to  every 
club  who  would  listen  and  flew  all  over  the  United  States  to 
raise  the  monies  necessary  to  get  the  research  off  the  ground. 

He  essentially  started  his  own  attack  against  H.D. — this  was  prior 
to  the  formation  of  the  founding  of  the  Committee  to  Combat  H.D. 

My  first  trip  to  see  Mother  was  not  what  the  film,  "Valley... 
portrayed  at  all.  Sure,  her  coordination  was  bad  and  her  speech 
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was  somewhat  difficult  but  her  mind,  sense  of  humor  and  know- 
lecicje  of  what  was  facing  her  was  painfully  alert.  It  was  this 
trip  and  several  more  at  which  time  she  would  cling  to  me  and 
beg  me  to  take  her  home  with  me.  It  was  only  then  that  I under- 
stood the  magnitude  of  Daddy's  original  decision  to  have  her 
placed  in  a nursing  home.  It  was  approximately  three  years 
from  the  time  she  left  to  when  she  would  finally  be  able  to 
accept  where  she  was  as  home.  Our  visits  now  are  more  enjoy- 
able although  she  is  very  difficult  to  understand.  Mother  is  a 
fighter  and  a survivor.  She  has  received  the  "last  rites" 
four  times  that  I know  of  and  speaks  freely  of  her  acceptance 
of  death.  I fear  having  H.D.  myself  because  I don't  know  if  I 
have  the  fortitude  and  faith  I have  seen  in  her. 

The  insurance  which  has  paid  80%  of  her  nursing  home  bills  has 
nn  out  this  past  year  and  I often  get  calls  from  the  care  home 
wanting  me  to  remind  Daddy  that  it  is  past  due  and  welfare  is 
impossible  because  Daddy  owns  his  own  home.  He  accepted  guard- 
ianship from  the  courts  because  at  the  time  he  felt  he  could 
manage  at  least  for  awhile.  Daddy  is  a very  proud  and  responsi- 
ble man.  Now,  it  is  as  though  he  is  being  punished  for  accepting 
this  responsibility  because  the  only  way  he  can  get  help  is  by 
divorcing  her  and  coming  from  his  catholic  background  this  is 
morally  very  hard  for  him  to  deal  with.  She  is  unable  to  get 
disability  of  any  kind  because  the  last  quarters  that  she  worked 
was  during  the  war  and  she  was  home  raising  us  and  being  a home- 
maker the  rest  of  the  years. 

The  years  have  passed  and  five  of  us  are  married  with  all 
but  one  nephew  being  adopted.  I realize  that  the  decision  to 
have  children  with  the  H.D.  possibility  is  a personal  decision, 
but  I feel  very,  very  strongly  that  having  your  own  biological 
child  is  NOT  a responsible  decision  inasmuch  as  that  at  this 
time,  that  is  the  only  end  to  H.D. — not  to  have  children  to  pass 
it  on  to.  More  effective,  accessible  genetic  counseling  is  needed. 
I have  also  thought  it  unfair  that  you  have  to  pay  for  an  O.B. 
rider  on  BC/BS  but  this  rider  cannot  be  made  to  accommodate  the 
delivery  and  O.B.  expenses  of  an  adopted  child.  How  many  people 
are  prohibited  from  having  children  because  of  the  terribly  high 
cost  of  adoption  vs . having  your  own  child? 

I was  married  for  three  years  and  at  the  last  counseling 
session  my  husband  and  I had  together  he  told  me  that  he  thought 
I had  H.D.  and  that  he  could  not  deal  with  it  or  the  family  demands 
made  on  us  because  of  H.D.  This  was  not  the  only  reason  for  the 
divorce . 
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A few  years  after  my  divorce  I met  a wonderful  person. 

We  have  decided  to  live  together  rather  than  get  married  because 
of  the  difficulty  Daddy  has  experienced  in  getting  help  with 
Mother  and  it  is  easier  for  me  to  deal  more  freely  in  our  rela- 
tionship knowing  that  if  I carry  the  H.D.  gene,  there  will  not 
come  a time  when  Larry  is  financially  strapped  and  stripped 
because  of  H.D.  Our  present  goals  are  living  day  to  day  and 
getting  in  as  a secure  financial  position  as  possible  to  deal 
with  the  future  whether  H.D.  is  going  to  happen  to  me  or  to  any 
of  my  brothers  and  sisters. 

It  is  most  difficult  to  define  your  responsibilities  in  the 
H.D.  story.  The  demands  are  great  and  over  generations  in  length, 
"...a  single  f amily ...  produces  something  of  the  order  of  120  cases 
of  Huntington's  disease  in  six  generations..."  (S.C.  Reed,  Pro- 
gress in  Neurogenetics:  Vol . 1 of  the  Second  International 

Congress  of  Neurogenetics,  1967)  . The  question  is,  how  much  do 
you  give?  The  question  is,  what  are  my  responsibilities  finan- 
cially? Emotionally?  Physically?  Morally?  The  question  is, 
when  will  the  H.D.  families  receive  help  through  research,  govern- 
ment subsidy,  clinics,  genetic  counseling,  day  care  centers  for 
older  people  or  allow  existing  senior  citizen  centers  to  include 
the  not-yet-65? 

Over  the  past  four  years  we  have  all  shared  in  the  expenses 
for  the  ones  still  at  home,  for  some  of  Mother's  expenses  and 
have  tried  desperately  through  Alcoholic  Outreach  to  assist 
Daddy  in  getting  help  for  his  problem.  Over  the  past  four  years 
we  have  established  the  Kansas  Chapter  of  CCHD  with  the  ardent 
support  of  Marjorie  Guthrie,  the  National  CCHD  people  and  the 
300-plus  families  (that's  families,  not  the  actual  cases  of  H.D.) 
here  in  Kansas.  I have  heard  stories  that  make  me  grateful  for 
the  "easy  time"  our  family  has  had... 

If  only  H.D.  families  could  be  considered  in  the  Disability 
Determinations  Act; 

If  only  more  accessible  genetic  counseling  were  available; 

If  only  there  were  H.D.  Clinics; 

If  only  there  were  more  monies  appropriated  for  all  neuro- 
logical  disorders'  research; 
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It  only  nursing  homes  could  be  reimbursed  for  their  costs 
t<>r  thi*  care  of  heavy-care  patients; 

It  imly  the  medical  professionals  could  be  collectively 
made  k miwl edgeable  about  H.D.; 

If  only  we  could  find  the  money  to  salary  our  Patient  Ser- 
vices jxjsi t ion  in  our  state  chapter  or  hire  a social  worker  to 
case  the  load  of  those  actually  dealing  with  H.D.  in  their  own 
families,  trying  to  hold  down  a job  and  doing  all  the  H.D.  work; 

If  only  insurance  companies  could  accommodate  insuring  peo- 
ple with  the  hereditary  factor  of  a terminal  disease; 

If  only  insurance  companies  could  see  their  way  clear  to 
let  the  O.B.  riders  on  insurance  policies  cover  the  O.B.  expenses 
of  an  adopted  child; 

If  only  there  were  a cure . 

Damn  the  reality 
of  being  alone 
with  few  you  can  share 
what  you  call  your  own. 

Damn  the  reality 
of  time  here  and  past 
the  time  we  waste 
wishing  times  would  last. 

Damn  the  reality 
of  the  fact  we'll  die 
that  inevitability 
about  which  we  cry 

Damn  the  reality 
of  the  "if-world"  we  create 
when  a reality  it  could  be 
if  only  we  didn't  hesitate 
hesitate . . . hes itate . . . 
hesitate . . . 


Mary  C . Noonan/ ' 7 4 
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I respectfully  submit  my  Huntington's  disease  story  and 
humbly  request  your  active  attention  to  the  needs  I have  listed. 

I am  willing  to  verbally  testify  if  you  feel  this  would 

help . 

I would  also  like  to  express  my  appreciation  for  the 
opportunity,  time,  efforts,  patience  and  love  invested  on  this 
Commission  by  everyone  involved. 
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TM(JMAS  NOONAN 

WICHITA,  KANSAS  MAY,  1977 


My  name  is  Thomas  Noonan.  I am  engaged  and  plan  to 
l.*e  married  in  the  near  future.  Being  "at  risk"  isn't  easy 
to  live  with,  especially  when  somebody  I love  is  involved. 

I know  that  in  10  years  I might  be  a burden  to  my  family. 

It  isn't  easy  to  accept  that  idea.  I'm  not  going  to 
preoccupy  myself  with  the  thought  of  having  H.D.  But  if  there 
wore  some  way  of  assuring  that  I will  not  be  a financial  bur- 
den, this  would  be  a blessing. 

I have  seen  what  my  father  has  been  through.  Life  hasn't 
been  a bowl  of  cherries  for  him.  But  things  are  better  for 
me  because  he  suffered.  I hope  my  family  can  say  the  same 
for  me . 

I would  hope  that  your  Commission  findings  would  promote 
Federal  funding  for  research.  It  takes  time  to  raise  money 
for  research  but  the  process  could  be  hastened  with  Govern- 
ment. There  is  a need.  I hope  the  Commission  convinces  the 
Government . 
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MRS.  ED  PAHLS 

TIPTON,  KANSAS  MAY,  1977 


I am  very  interested  in  a national  plan  for  control 
and  aid  for  people  who  have  or  will  have  H.D.  My  aunt  was 
confined  to  a wheelchair  for  many  years  as  a result  from 
the  disease.  It  was  also  a great  handicap  for  her  family. 

Age  5 2 
Housewife 
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JANICE  PAULS 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  this  in  concern  for  a cure  for  the  Hunting- 
ton's disease.  I have  some  friends  whose  dad  has  got  it,  and 
I really  wish  that  someone  could  find  a cure  for  it.  Their  dad 
is  suffering  some  from  this  disease,  and  the  kids  have  a chance 
of  getting  this.  I really  wish  this  wouldn't  happen.  Since 
their  father  has  it,  I'm  sure  they  have  financial  problems,  and 
hardly  ever  get  to  see  him.  That's  pretty  hard  on  the  whole 
family.  Please,  someone  find  a cure  for  this  disease.  I'm 
sure  it  could  save  the  lives  of  my  friends,  their  father,  and 
many  other  people.  Thank  you. 

Age:  15 

Sex:  Female 

Occupation:  Student 

Single 
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ROBERT  J.  PAHLS 

TIPTON,  KANSAS  MAY  2,  1977 


I am  writing  to  tell  you  that  I am  a person  who  is  very 
interested  in  the  consequences  of  H.D.  I have  two  friends 
and  former  classmates  whose  father  has  been  struck  down  by 
the  disease,  and  who  are  at-risk  people.  They  have  had  to 
move  away  from  here  in  order  to  get  closer  to  the  proper 
health  care  facilities.  His  mother  has  had  to  get  work  in 
order  to  keep  up  financially.  The  emotional  fatigue  has 
been  added  to  the  physical  exhaustion  being  endured  by  the 
family.  I hope  that  something  can  be  done  to  help  this 
family  and  the  many  other  families  who  are  struck  down  by 
this  horrible  disease. 
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TAT  l^AHKER 
K XKCL’T  I VE  DI  RECTOR 

l-I.ANNKn  PARENTHOOD  OF  KANSAS,  INC. 

WICHITA,  KANSAS  APRIL  21,  1977 


The  upcoming  meeting  of  your  organization  in  Wichita 
(May  10)  should  be  of  significance  to  many  Kansans.  It  is 
im[)ortant  that  your  work  become  recognized  so  that  legisla- 
tion. migiit  support  your  efforts. 

My  work  as  an  administrator  in  Planned  Parenthood  many 
times  points  to  the  importance  of  the  understanding  and  sup- 
port for  genetic  research  and  available  clinical  help  in  the 
public  sector.  Persons  whose  parents  or  grandparents  are 
knr')wn  carriers  of  Huntington's  disease  are  presently  at  a 
loss  for  professional  advice  specific  to  that  disease. 

Without  funding  for  research — both  for  cause  and  for 
curc--pat ients  will  be  left  to  continue  dealing  with  this 
problem  for  all  those  long  remaining  years  of  their  lives. 
Along  with  the  patients,  their  families  usually  join  this 
struggle . 

Because  we  believe  in  quality  life  for  everyone  (when 
choosing  whether  to  have  a child  or  not)  this  possibility 
of  quality  in  life  should  also  be  extended  to  those  whose 
lives  are  threatened  by  this  hereditary  disease.  Presently 
there  seems  so  little  choice  for  those  who  are  potential 
victims . 

I wish  you  well  in  your  work  in  Wichita  and  hope  your 
Commission  is  able  to  bring  about  the  needed  change. 
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STEVE  PATIK 

TIPTON,  KANSAS  MAY,  1977 


16  years  old. 

Male . 

Single . 

Student . 

I am  a student  and  have  not  had  close  contact  with  H.D. 

I have  had  close  contact  with  various  people  who  have  known 
K.D.  and  what  it  can  do.  My  closest  friend  is  an  at-risk 
person  whose  father  has  it  and  whose  grandfather  has  died  from 
it.  We  have  not  spoken  about  it  often  because  I know  how  it 
pains  her  to  think  about  it.  I feel  sorry  for  her  and  I espe- 
cially don't  want  to  lose  her  as  a friend,  even  though  it  will 
be  a long  time  until  she  knows  for  sure  if  she  is  a victim  or 
not . 


I work  for  my  friend's  grandma,  who  lost  her  husband 
through  H.D.  She  has  a lot  of  pictures  in  her  house  of  him 
and  I know  she  loved  him.  I never  met  him,  but  from  what  I 
heard,  he  was  a nice  man.  They  all  are  when  they  die  that 
way,  I guess.  It's  always  the  best  ones  that  are  hurt  the  most. 

I don't  want  to  lose  that  friend.  She's  too  nice  to  lose. 
So  I hope  something  can  be  done  so  that  if  she  gets  it,  she 
won't  end  up  like  her  father. 

Thank  you  for  what  you  are  doing  to  help. 
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MARLENE  PFEIFFER 

TIPTON,  KANSAS  MAY  2,  1977 


I am  writing  about  H.D.  One  of  my  classmates  and 
friends  could  get  H.D.  when  he  gets  older.  You  see,  his 
father  has  H.D.  and  there  are  six  children  in  his  family. 

All  of  them  could  get  it  but  no  one  will  know  until  they 
are  about  35,  which  is  too  late  to  change  their  lifestyles 
or  anything.  Just  the  worry  alone  would  make  me  go  insane. 

And  then  the  ones  who  have  it  will  have  to  be  put  in  an  asy- 
lum, besides  the  emotional  trauma  that  the  family  goes  through. 
I hope  something  can  be  done  about  this  because  it  really  is 
horrible.  Thank  you  for  letting  me  view  my  concern. 
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MARY  H.  PFEIFFER 

TIPTON,  KANSAS  MAY  6,  1977 


I am  54  years  old.  I have  seen  Huntington's  disease 
develop  and  slowly,  miserably,  hopelessly,  kill  two  sisters 
and  two  brothers . Now  I see  the  son  of  one  of  the  brother 
victims  hopelessly,  slowly,  dying.  He  has  seen  his  two 
brothers  and  two  sisters  die  with  Huntington's  disease. 

Please  can't  we  do  something  to  aid  the  victims  of  this 
inherited  disease?  We  must  start  to  research  to  find  help 
if  not  a cure  for  Huntington's. 
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SFIIRLEY  POELMA 

WICHITA,  KANSAS  APRIL  24,  1977 


I have  lived  under  the  influence  of  Huntington's  disease 
all  of  my  life.  My  maternal  grandfather  died  with  it  shortly 
before  I was  born.  When  I was  about  10  my  aunt  began  showing 
the  symptoms  and  then  a favorite  uncle,  my  own  mother,  and 
then  two  other  uncles.  Of  the  eight  children  in  my  mother's 
family,  five  have  either  died  with  it  or  have  it  now.  Last 
fall  we  learned  that  the  first  of  the  descendants  of  those 
eight  children  now  has  H.D. 

Before  my  Mom  and  Dad  were  married  they  visited  the 
family  doctor  to  find  out  Mom's  chances  of  getting  H.D.,  and 
they  were  told  that  there  was  no  way  she  could  ever  get  it. 

All  the  while  I was  growing  up  my  mother  was  having  emotional 
problems  which  were  blamed  on  thyroid,  change  of  life,  or 
anything  else  because  our  family  doctor  did  not  believe  that 
my  mother  could  get  it.  I'm  34  now  and  I wasn't  told  until 
a few  years  ago  that  my  mother  was  given  electric  shock  treat- 
ments here  in  Wichita  in  the  early  1950 's.  We  went  to  see 
the  movie  "One  Flew  Over  the  Cuckoo's  Nest"  and  I can't  des- 
cribe the  horrible  feeling  I had  when  the  electric  shock 
scenes  were  shown. 

I was  the  oldest  child  in  our  family,  and  I was  given 
considerable  responsibility,  but  there  was  no  one  to  tell  me 
why  my  mother  was  different.  If  there  had  been  some  kind  of 
counseling  available,  I'm  sure  I would  have  been  able  to 
understand  everything  much  better.  I became  very  insecure, 
shy,  and  self-conscious. 

By  the  time  I was  in  the  older  teens  I had  an  uncle  in 
the  VA  hospital  in  Topeka.  When  the  time  came  that  this  uncle 
needed  more  care  than  my  grandmother  was  able  to  give  him  at 
home,  there  was  quite  a struggle  involved  in  getting  him 
admitted  to  the  VA  hospital.  Although  he  had  served  in  the 
Army  during  the  Korean  Conflict,  a good  deal  of  work  had  to 
be  done  before  he  was  admitted  by  the  VA.  Later  when  my 
other  two  uncles  also  needed  to  be  placed  under  care  they  did 
not  have  as  much  of  a problem  in  being  admitted  to  the  VA 
hospital . 

Through  the  doctors  at  the  VA  hospital  in  Topeka  we  began 
to  learn  some  facts  about  H.D.  but  still  indirectly  as  our 
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home  town  was  150  miles  from  Topeka.  Of  course,  we  looked  up 
in  every  book  we  could  find  anything  about  H.D.  but  it  didn't 
take  long  to  read  what  little  there  was  to  be  read.  Also, 
according  to  a college  genetics  course  there  was  no  way  I 
would  be  able  to  get  the  disease.  After  moving  to  Wichita  in 
1965  and  meeting  Jim  Noonan,  we  obtained  more  information 
about  H.D.  than  we  had  found  anywhere  else. 

My  mother  had  not  worked  outside  of  the  home  since  before 
she  married  and  so  she  v/as  not  eligible  for  Social  Security, 
or  any  other  benefits.  This  placed  the  full  burden  of  a nurs- 
ing home  costing  over  $500  a month  on  my  dad  who  was  also 
trying  to  put  the  two  children  still  at  home  through  school. 
They  lived  in  Manhattan,  Kansas  at  the  time  and  there  was  no 
home  health  care  available  that  they  knew  of,  and  the  only 
nursing  home  where  my  mother  would  be  admitted  was  in  western 
Kansas — as  far  removed  from  the  family  as  possible,  it  seemed. 
By  this  time  my  father  had  sold  his  farm  in  north  central 
Kansas  and  a large  amount  of  the  money  from  that  sale  went  to 
pay  medical  and  nursing  home  costs  for  my  mother. 

Four  years  ago  when  our  youngest  child  began  to  go  to 
school,  I wanted  to  take  some  college  courses  but  it  was  a 
real  consideration  that  after  spending  the  money  necessary 
to  attend  college  classes,  I might  then  get  H.D.  and  never 
see  any  return  for  the  expense  and  trouble.  After  much  thought 
we  decided  that  I would  be  happier  for  having  gotten  the  educa- 
tion I wanted  even  if  I were  to  get  H.D.  Maybe  the  fact  that 
I'm  keeping  my  mind  active  has  kept  me  from  having  premature 
symptoms  of  H.D.  I certainly  don't  have  time  to  sit  and  worry 
about  it  and  be  a full-time  student. 

Another  question  which  has  come  up  is  should  we  trade 
homes,  but  again  what  if  I were  to  get  H.D.  and  be  a real  drain 
on  the  family  income?  I have  asked  my  husband  to  do  whatever 
is  necessary  even  to  the  point  of  getting  a divorce  if  it  is 
necessary  to  make  me  eligible  for  the  state  hospital — and  I've 
been  told  the  situation  there  is  nothing  great--but  I would 
rather  go  there  if  it  is  necessary  than  make  it  impossible 
for  my  children  to  go  to  college  because  of  nursing  care  costs 
for  me.  Although  my  husband  would  like  to  have  a larger 
family,  I keep  thinking  that  if  I had  another  baby  and  then 
get  H.D.,  someone  else  would  have  to  raise  my  baby.  And  I 
have  tried  to  teach  my  children  how  to  take  care  of  themselves 
because  always  in  the  back  of  my  mind  is  the  thought  that  I 
may  not  be  around  for  many  more  years. 
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And  so  here  I am — 34  years  old  with  no  sign  of  H.D. 
that  I know  of  (of  course,  the  thought  is  always  there  that 
maybe  I am  showing  signs  and  refuse  to  recognize  them) . I 
am  constantly  on  the  alert  toward  every  nervous  twitch,  the 
slightest  headache,  and  anyone  else's  clumsiness  is  never 
allowed  in  myself  without  consideration. 

I am  optimistic  that  a cure  for  H.D.  will  be  found,  if 
not  in  time  for  me  then  at  least  in  time  for  my  children.  I 
pray  a lot  that  something  will  be  done.  My  husband  keeps 
telling  me  that  I'm  too  ornery  to  have  H.D. — is  there  some 
research  into  that  aspect? 
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TOM  PRCHOL 

STORM  LAKE,  IOWA  APRIL  25,  1977 


Just  a note  to  shov;  my  interest  on  your  Wichita  May 
10th  hearing. 

H.D.  has  been  in  my  family  all  my  life.  Mother  and 
two  brothers  have  suffered  with  H.D.  One  brother,  Charles, 
died  at  46.  My  brother,  Ray,  has  suffered  for  22  years. 

He  has  been  bedfast  at  VA  hospital  in  Knoxville,  Iowa,  for 
16  years.  If  a person  could  spend  an  hour  in  Ward  10  at 
Knoxville,  where  several  H.D.  patients  are,  I am  sure  your 
Commission  would  report  to  Congress  how  serious  this  H.D. 
problem  is.  Thanks  to  the  VA  hospitals,  these  H.D.  veterans 
are  getting  top  care. 

My  mother  and  brother  Charles  did  not  get  this  help. 

Care  was  very  expensive  and  no  one  could  give  us  much  informa- 
tion on  this  disease.  We  need  your  influence  and  guidance 
at  this  May  10th  meeting  to  help  educate  doctors  and  public 
on  this,  "one  of  the  worst"  sicknesses. 

Our  prayers  are  with  you  and  your  help  you  can  offer. 

Thank  you. 
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DAVID  L.  PROTHRO 

WICHITA,  KANSAS  APRIL  24,  1977 


No  member  of  my  family  has  ever  had  Huntington's.  And 
for  most  of  my  life  I was  not  aware  that  such  a disease 
existed.  In  this  respect  I am  very  typical  of  the  average 
American  except  that  now  I am  aware  of  what  Huntington's  is, 
and,  more  devastating,  what  it  can  be. 

I became  very  good  friends  with  a lady  who  is  "at  risk," 
and  through  this  friendship  came  my  familiarity  with  the  dis- 
ease. The  realization  of  how  tragic  Huntington's  is  does  not 
come  at  once;  it  is  an  ongoing  process.  In  the  course  of  3 
years  I am  sure  that  I have  cried  from  sheer  frustration  more 
times  than  I have  muttered  or  screamed,  "It  can't  be  real." 

And  if  from  a distant  hill  where  I cannot  be  harmed  I can  be 
saddened  to  the  point  of  despair  by  observations  as  simple  as, 
I can  do  nothing  or  it  can't  be  stopped,  then  some  must  help. 

I pray  that  something  more  can  be  done. 
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GARY  REITER 

BELOIT,  KANSAS  MAY  5,  1977 


The  problem  of  Huntington's  disease  is  becoming  prevalent 
in  our  community.  Financial  problems  of  health  care  and  social 
attachments  are  burdensome.  Future  planning  and  emotional 
well  being  of  both  "at-risk"  and  affected  persons  are  greatly 
jeopardized.  The  entire  range  of  personal  and  social  problems, 
while  not  unique  to  these  individuals,  have  a deteriorating 
effect  on  the  lives  of  these  individuals  and  their  families. 

Thank  you  for  your  concern  and  action  on  this  matter. 
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SHKRRY  RiaiERT 

WICHITA,  KANSAS  MARCH  29,  1977 


This  is  the  third  testimony  I am  about  to  write,  and 
this  one  MUST  be  completed  because  time  is  running  out. 

The  first  two  testimonies  failed  because  my  emotions  were 
too  strong  to  allow  me  to  continue  and  because,  as  I looked 
back  over  them,  they  were  inadequate ...  did  not  convey  my 
deepest  feelings.  I wonder,  however,  if  there  is  any  possi- 
ble way  you  will  know  the  true  feelings  of  desperation  and 
grief  a family  with  Huntington's  disease  experiences.  This 
will  be  my  attempt  to  help  you  understand. 

Fifteen  years  ago,  Huntington's  disease  was  a foreign 
term  to  my  family  members.  My  mother  is  one  of  eight  chil- 
dren. I have  always  cherished  my  relationship  with  each  one 
of  my  aunts  and  uncles,  and  appreciated  their  efforts  at 
maintaining  our  close  family  ties.  I was  unfortunate  in  not 
knowing  my  grandmother.  She  died  in  1945,  after  being  an 
invalid  for  many  years.  Her  diagnosis:  myasthenia  gravis. 

She  left  behind  eight  beautiful,  energetic  children. 

They  all  have  enjoyed  life  to  its  fullest,  realizing  the  many 
blessings  the  Lord  endowed  them  with.  All  married  and  most 
had  children  of  their  own. 

In  1959  my  Uncle  Ed  began  experiencing  various  symptoms 
involving  leg  and  back  muscles.  He  saw  a number  of  doctors, 
desperately  seeking  relief.  His  symptoms  progressed  and 
began  affecting  his  abilities  as  a minister.  It  wasn't 
until  1962  that  a diagnosis  of  Huntington's  disease  was 
made.  Even  after  this  diagnosis,  the  family  did  not  realize 
the  impact  this  was  to  have.  Uncle  Ed's  two  beautiful  daugh- 
ters gave  him  seven  grandchildren ...  all  of  them  any  man  would 
be  proud  to  call  his  own.  In  1968,  the  inevitable  became 
reality  for  a courageous  man,  who  had  dedicated  his  life  to 
the  work  of  the  Lord — retirement.  Only  a year  later  his 
condition  necessitated  continuous,  skilled  nursing  care.  As 
a minister,  he  was  eligible  for  admission  to  Friendly  Acres 
Nursing  Home  in  Newton,  Kansas.  I must  take  this  minute  to 
reflect  on  the  expert,  dedicated,  loving  care  he  received. 

I visited  him  on  a number  of  occasions.  Each  time  I 
entered  his  room,  I found  myself  wishing  for  a miracle,  or 
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maybe  this  was  all  a mistake  I No  so.  The  last  couple  of 
years  he  could  not  even  communicate.  He  looked  into  his 
visitors'  eyes,  trying  so  hard,  but  unable  to  relay  his 
message.  He  was  bedridden  and  completely  dependent  on  those 
around  him. 

My  Aunt  Eva,  Ed's  sister,  began  having  suspicions 
that  she  might  be  the  next  victim.  She  became  severely 
depressed  upon  noticing  some  of  her  involuntary  muscle 
movements.  In  1970  she  had  visited  a dentist,  who  abruptly 
told  her  he  couldn't  do  his  work  unless  she  held  her  tongue 
still.  He  was  aware  of  the  H.D.  diagnosis  in  her  family  and 
boldly  wrote  "Huntington's  disease"  across  her  chart.  From 
there,  she' went  from  psychiatrist  to  neurologist  seeking 
help  and  finally  in  1973,  a definite  diagnosis  of  H.D.  was 
made . 


Panic  took  its  toll.  My  heart  ached.  My  questions  were 
so  numerous:  Why?  Who  will  be  next?  What  about  my  mother, 

me,  and  my  child? 

Physicians  seemed  rather  uninformed  concerning  H.D., 
clergy  had  no  idea  of  its  impact,  friends  were  ignorant. 

Who  do  I turn  to?  It  really  seemed  that  no  one  cared. 

I was  so  lucky  to  have  found  a very  concerned,  empa- 
thetic,  genetic  counselor,  recommended  to  me  by  the  local 
chapter  of  CCHD.  He  suggested  Grandmother's  condition  was 
misdiagnosed.  My  family  and  I received  his  counseling  ser- 
vices free  of  charge  through  the  City  Health  Department. 

I must  say  that  this  service  helped  all  of  us  through  a very 
difficult,  emotional  period.  I do  hope  this  is  available 
and  offered  to  families  in  their  crises. 

Last  summer,  four  years  after  her  diagnosis.  Aunt  Eva 
came  for  a visit.  My  most  vivid  memories  of  her  are  exper- 
iences we  shared  during  the  months  I lived  with  her  while 
I was  in  school.  She  was  so  ambitious.  She  took  special 
pride  in  keeping  herself  "young."  Her  nails  were  always 
done,  her  hair  styled,  and  her  wardrobe  well-fitting  and 
stylish.  She  had  had  some  experience  in  a modeling  school 
and  took  special  enjoyment  in  voice  lessons.  Now  her  beau- 
tiful, well-fitting  wardrobe  has  given  way  to  loose-fitting, 
easy  to  care  for,  simply-styled  clothes.  Her  figure  has 
faded  to  obesity.  Obesity  caused  by  her  excessive  appetite 
and  her  lack  of  initiative  to  diet. 
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Her  pride  has  faded,  her  ambition  is  gone,  and  her 
•ibilitios  are  diminished.  It's  a most  pathetic  sight  to 
watcli  her  FALL  into  a chair  which  she  once  could  approach 
with  grace.  It  is  devastating  to  watch  her  sit  there,  her 
'lands,  feet,  and  head  continually  writhing  in  that  unfor- 
cjottable  movement  characteristic  of  the  affected  patient. 

How  she  must  feel  watching  herself  being  slowly  debilitated 
by  this  disease.  If  that  isn't  enough,  she  is  tortured  with 
the  thought  that  her  daughter,  her  three  grandchildren,  ALL 
may  have  the  same  destiny.  I love  her,  I love  her  dearly. 

She  helped  me  so  during  the  months  we  were  together.  What 
can  I do  to  help  her  now?  I pray,  oh  God,  I pray  she  will 
not  suffer;  then,  there  are  times  I feel  so  selfish  not  want- 
ing to  lose  her.  She  will  suffer,  she  will  die,  predictably 
not  for  ten  years  I Such  mercy  I Still  there  are  so  many 
unanswered  questions.  The  biggest  of  these  involves  care 
when  she  can  no  longer  be  at  home.  Medical  expenses  now  are 
prohibitive.  How  can  the  expenses  of  continuous  care  be  met? 

It  has  been  three  years  since  another  aunt  has  been 
diagnosed.  She  has  seen  numerous  doctors  and  for  now  chooses 
to  believe  the  doctor  who  tells  her  she  does  not  have  it. 

Uncle  Ed  passed  away  on  January  11,  after  torturous 
agonizing  years  of  slowly  wasting  away.  Thank  you.  Lord, 
for  finally  giving  him  the  peace  of  death. 

My  husband  is  currently  working  on  his  master's  degree 
at  Wichita  State  University.  The  topic  of  his  thesis  will 
be:  Huntington's  disease.  Another  tragedy:  Professors  look 

at  him  blankly  when  he  mentions  it.  Most  feel  it  isn't 
enough  to  write  about.  I assure  you,  they  will  feel  much 
differently  when  the  thesis  is  completed.  Why  are  so  many 
people  educated  in  this  field,  still  unaware?  Our  plans  were 
to  go  on  to  Colorado  University  for  work  on  his  Ph.D.  in 
human  genetics.  Those  plans  have  been  shattered  with  the 
news  that  C.U.  is  phasing  out  their  human  genetics  program. 
Why?  We  need  work  in  this  field  so  desperately. 

I have  discussed  the  importance  of  writing  a testimony 
with  many  of  my  family  members.  Unfortunately,  most  of  them 
will  not  get  it  done.  I'm  sure  the  standard  excuse  will  be, 

"I  didn't  have  time."  The  reason,  however,  will  be  because 
IT  HURTS . I have  seen  very  stable,  composed  members  of  my 
family  break  down  in  tears.  Our  anguish  is  almost  unbearable. 
They  can't  bear  to  share  their  grief.  It  will  go  unwritten. 
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My  mother  is  54  years  old,  very  healthy,  with  no 
apparent  symptoms.  There  is  no  means  of  detection  of  H.D. 

I feel  rather  confident  that  my  immediate  family  will  escape 
or,  will  I escape,  will  my  children  be  free?  Could  it  be 
that  Mother  will  manifest  symptoms  in  her  later  years? 

That  thought  is  my  burden  to  carry. 
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c.LADYS  HICHMAN 

TOWKR  CITY,  NORTH  DAKOTA  MAY  24,  1977 


In  August  '55  the  nine  children  of  Sarah  Bruns  Richman 
received  questionnaires  from  the  Minnesota  Department  of  Public 
Welfare  at  Rochester.  A Dr.  Pearson  of  Genetic  Research  wrote 
it.  It  was  about  Huntington's  chorea,  as  it  was  called  then. 
The  three  girls  answered  it.  Five  boys  did  not.  I answered 
it  for  my  husband,  Walter  Richman,  against  his  wishes.  The 
throe  girls  went  to  Rochester  for  the  test.  One  returned  in 
August  '56.  This  was  my  first  encounter  with  the  disease  and 
it  came  at  a very  opportune  time. 

Walter  and  I were  married  in  1922.  I knew  of  his  maternal 
grandmother  having  a strange  disease,  as  she  shook  and  twitched 
and  had  strange  contortions,  but  had  a passive  nature.  She 
died  in  the  early  20 's.  In  the  late  20 's,  Walt's  mother  became 
very  jittery,  nervous  and  talked  incessantly,  at  times  somewhat 
violent.  She  and  her  husband  could  not  get  along,  so  she 
would  live,  for  a month  at  a time,  with  her  children.  That 
could  not  be  continued  because  of  the  effect  it  had  on  the 
grandchildren.  She  lived  with  two  daughters  for  years.  Most 
of  the  family  wanted  her  to  be  sent  to  the  state  hospital  at 
Jamestown,  N.D.  for  treatment.  No  doctors  had  any  knowledge  of 
the  disease,  so  nothing  could  be  done.  She  became  violent  and 
threatened  the  grandchildren.  The  most  noted  characteristic 
of  H.D.  is  that  victims  always  treat  their  most  loved  family 
members  the  worst.  She  spent  the  last  years  of  her  life  in  a 
private  nursing  home.  She  had  to  be  confined  in  a locked  room 
and  really  acted  as  insane  people  do.  She  never  had  any  kind 
of  medication.  She  died  in  '46. 

My  husband's  personality  began  changing  in  the  late  40 's. 
He  had  always  had  a smile  and  was  very  friendly  and  outgoing. 

In  the  spring  of  '56,  when  he  was  58,  he  became  very  depressed 
and  slovenly  in  his  habits — wanted  to  wear  nothing  but  the 
worst  clothes  he  had.  I took  him  to  a local  doctor  who  knew 
nothing  about  H.D.  He  first  suggested  a psychiatrist  in  Fargo, 
but  our  son,  Wayne,  didn't  want  that  as  he  wanted  no  one  to 
know  about  it.  The  doctor  then  suggested  a clinic  in  St.  Paul, 
where  two  of  his  patients  had  been  successfully  treated  for 
depression.  Wayne  asked  about  Rochester  and  the  doctor  was 
able  to  get  an  appointment  in  early  August.  He  was  given  a 
thorough  examination  and  had  no  physical  problems.  I talked 
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with  a doctor  about  H.D.  and  asked  about  having  Walt  tested 
at  the  state  hospital.  One  sister  was  with  us  and  had  a second 
test.  Walt  refused  to  do  that.  In  the  meantime,  he  had  many 
strange  hallucinations , mostly  about  the  house  caving  in  because 
of  imaginary  cracks  in  the  wall.  During  a stormy  night  he 
insisted  Wayne  get  the  tractor  and  brace  poles  against  the 
house  to  save  it.  Forgot  about  it  the  next  day. 

The  local  doctor  made  an  appointment  at  St.  Paul  for  early 
September.  On  the  way  down,  by  car,  he  was  almost  unmanageable 
at  times.  We  told  the  clinic  doctors  of  our  fears  about  H.D. 

They  really  didn’t  listen  to  us.  He  was  put  in  a small  psy- 
chiatric hospital--all  patients  were  barred  from  the  main 
office.  I was  not  allowed  to  visit  him  for  the  first  6 weeks. 

A doctor  wrote  weekly  reports.  Nine  shock  treatments  were 
given  to  him,  and  as  I remember  it,  very  little  medication. 

When  I could  go  down,  he  was  very  happy  to  see  me.  He  intro- 
duced me  to  his  roommates  and  told  of  the  recreation--dancing 
and  card  playing--things  he  liked  to  do.  After  10  weeks  I was 
asked  to  come  down  and  spend  a weekend  in  an  apartment  with  him. 

We  went  for  long  walks  and  he  seemed  quite  relaxed,  but  very 
anxious  to  get  home.  Wayne  and  I got  him  by  car  in  late  November. 

One  thing  the  doctors  suggested  was  that  we  be  alone. 

Wayne  had  his  own  land  but  was  living  with  us.  In  early 
April  '57  he  rented  a house  in  town.  He  had  his  meals  with 
us  and  they  worked  together. 

In  the  spring  of  '58  we  built  in  town  and  Wayne  v/ent 
back  to  the  farm.  Walt  helped  with  plowing,  digging,  swathing, 
and  easier  jobs  on  both  farms. 

In  the  early  60 's  he  began  doing  queer  things,  like  hiding 
somewhere  after  dark,  and  climbing  in  our  trees,  on  a ladder, 
and  sawing  off  branches  on  which  the  ladder  rested.  He  did 
things  like  that  in  a neighbor's  yard,  but  luckily  they  were 
understanding . 

In  the  winter  of  '66  he  became  very  depressed  and  insisted 
I take  him  to  doctors  in  many  towns,  where  he  had  been,  trying 
to  get  sleeping  pills.  I had  to  alert  the  doctors  so  the  pills 
they  gave  him  were  not  harmful.  In  April  '66  we  made  arrange- 
ments to  have  him  admitted  to  the  same  clinic  in  St.  Paul.  He 
was  put  in  a psychiatric  ward  in  a different  hospital.  I went 
through  the  same  routine  with  the  same  doctors,  telling  them 
of  my  suspicions.  They  had  all  the  records  from  '56  and  they 
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really  didn't  listen  to  me.  I was  allowed  to  visit  more 
often,  so  stayed  part  time  in  Minneapolis.  They  didn't 
seem  to  realize  that  everything  Walt  said  or  did  was  irrational, 
so  a dentist  and  other  doctors  treated  him  for  imaginary  ill- 
nesses. He  became  very  paranoid,  thought  everybody  was  trying 
to  take  the  farm  away  from  us.  He  heard  voices  coming  through 
a ceiling  vent,  and  was  so  frantic  he  had  to  have  arm  and  leg 
restraints.  Once  I was  called  to  the  hospital.  He  was  sitting 
in  a chair  with  restraints,  but  managed  to  draw  his  feet  up 
and  was  crouching  behind  his  hands  which  covered  his  eyes, 
making  weird  sounds.  It  was  horrifying  and  I was  just  allowed 
to  peek  through  a small  windowpane.  This  went  on  for  weeks 
and  I kept  mentioning  H.D.  Finally,  in  early  June,  I was 
called  and  told  the  doctor  had  some  news  for  me.  What  he  told 
me  was  that  a certain  doctor  had  confirmed  the  fact  that  Walt 
had  H.D.  He  said  there  was  nothing  they  could  do  for  him. 

Their  only  suggestion  was  to  take  him  to  the  North  Dakota  State 
Hospital.  They  told  us  the  exact  procedure  to  have  him 
admitted . 

Wayne  would  not  accept  that.  He  got  in  touch  with  a 
psychiatrist  in  the  Neurological  Institute  in  Fargo.  He 
agreed  to  treat  Walt  on  an  experimental  basis  as  he  had  a 
little  knowledge  about  H.D.  from  his  medical  training.  Wayne 
took  Walt  by  ambulance  to  Fargo  and  I took  the  plane,  so  m.et 
them  at  the  hospital  on  June  10,  1966.  He  was  treated  with 
drugs  until  July  7,  and  was  so  good  by  that  time  I could  bring 
him  home. 

I took  him  in  to  T.N.I.  about  every  two  months  for  eval- 
uation. He  was  driving  the  car  but  I feared  what  he  might  do 

to  the  many  younsters  in  our  area.  I had  to  ask  Dr.  G.  to 

forbid  him  to  drive  because  of  the  many  drugs  he  was  taking. 

That  was  hard  for  him  to  accept  and  he  would  sneak  out  with 
the  car.  I had  to  take  the  keys  away  from  him..  From  then  on, 
he  made  life  miserable  for  me. 

I became  a nervous  wreck  in  the  early  winter  of  '68, 

trying  to  carry  on.  I have  been  told  my  car  driving  was  bad. 

I had  no  memory  of  things  I had  said  and  done.  Our  local  doctor 
told  me  to  go  to  Dr.  G.  He  gave  me  pills--Valium,  among  them. 

I was  overdosed,  as  I have  a low  tolerance  for  drugs,  and  got 
worse.  I did  get  straightened  out  after  2 months. 

In  May  '69  Walt  was  put  in  a closed  ward  in  a Moorhead, 
Minnesota  hospital  for  2 weeks.  His  own  Dr.  G.  was  gone  so 
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others  treated  him.  The  things  they  did  were  horrifying. 

He  was  home  until  July  11,  then  entered  again  for  a month. 

He  was  taken  to  rest  home  in  Fargo.  After  one  month  there, 
he  had  frightened  a nurse  so  was  taken  to  Fargo  T.N.I.  again. 

He  was  there  a month  and  then  taken  back  to  Moorhead,  where 
he  stayed  until  December  1.  His  Medicare  was  used  up  and  most 
of  his  extended  care  days.  We  were  asked  to  take  him  home  for 
6 weeks,  until  we  could  get  him  entered  in  a nursing  hospital 
in  Valley  City,  15  miles  away.  Wayne  came  in  nearly  every  morn- 
ing to  get  him  ready  for  the  day.  Walt  fell  many  times  while 
lurching  across  the  room,  and  broke  lamps  and  glassware.  He 
got  cuts  on  his  face  from  hitting  sharp  edges  of  furniture. 

On  February  20,  1970  he  entered  the  hospital  in  Valley 
City.  Again  nurses  and  doctors  knew  nothing  of  H.D.  He  was 
given  the  same  drugs  Dr.  G.  had  prescribed.  I had  a lot  of 
material  from  articles  I had  read,  and  a booklet  from  Rochester 
explaining  as  much  as  was  known  then,  and  I loaned  this  to 
nurses  and  doctors. 

The  movement  of  his  bowels  had  become  an  obsession.  He 
had  some  small  pills  of  which  he  was  to  take  two  every  other 
evening.  He  wanted  more  each  time  and  tried  to  force  me  to 
give  him  more.  He  became  violent  with  anger  and  threw  things 
at  me.  I made  a few  by  putting  yellow  coloring  in  powdered 
sugar,  and  molded  them  so  they  looked  real.  I satisfied  him 
by  giving  him  one  more  and  then  two  more — up  to  five.  I 
wouldn't  go  beyond  that.  I had  to  make  these  away  from  home, 
as  he  was  always  in  sight  of  what  I did.  His  bowel  obsession 
was  the  same  in  V.C.  He  was  given  metamucil  and  would  sit  for 
hours  on  the  stool.  That's  where  I often  found  him  when  I 
visited. 

All  patients  were  supposed  to  do  for  themselves  as  much 
as  possible.  They  did  not  understand  his  inability  to  use  his 
hands.  He  never  was  helped  to  wash  or  dress.  All  he  could  do 
was  splash  a little  water  on  his  face.  I had  to  wash  him  every 
time  I came,  as  the  yellowed  crust  would  be  in  his  ears  and 
around  his  nose  and  mouth.  His  clothes  were  mostly  wrong  side 
out  and  stockings  half  on  and  twisted.  He  had  the  responsibility 
of  changing  his  underwear,  which  he  didn't  do  very  well.  Once 
when  I came,  he  had  just  been  given  his  small  cup  of  metamucil, 
and  was  holding  it  and  trying  to  spoon  the  thickened  stuff  in 
his  mouth.  One  characteristic  of  H.D.  is  the  throat  spasms 
which  seem  to  close  it.  He  had  stuffed  so  much  in  he  was 
turning  blue.  I rushed  for  a nurse  who  came  and  drug  it  out 
of  his  mouth.  I should  have  reported  her  for  leaving  him 
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: -t'a-'j  It  was  taken.  I did  stop  at  the  main  desk  later  and 
1 .'r  that  the  person  who  gave  him  metamucil  be  told  to  stay 
1 » ;i  f;  im.  The  Moorhead  hospital  and  V.C.  did  not  listen  to 

• . :v, , and  in  both  places  he  had  bowel  impactions,  from  which  he 
1 ! ; • -r-ad  a lot . 

In  January  1973  he  had  gotten  up  and  gone  to  the  bathroom 
and  was  sitting  on  the  bed  trying  to  dress  himself  when  he 

the  floor.  He  was  alone.  His  heart  had  failed.  To 
IS  dying  day,  he  blamed  me  for  having  put  him  in  that  hospital 

All  through  the  years  the  hospital  bills  were  terrific. 

’i’r."  lirst  session  in  St.  Paul  cost  $2,800  , just  for  hospitaliza 

* ii>n. . We  carried  no  insurance.  The  second  time  we  carried. 

I ii  id  to  pay  every  two  weeks  and  pay  up  completely  before  we 
I'.  it.  Two  months  later  I got  notice  that  H.D.  was  a mental 
illness.  Therefore  the  insurance  would  not  pay  anything.  The 
bill  was  over  $5,000  at  Valley  City.  The  room  and  drugs 
start'^d  at  $485  a month  and  was  far  beyond  $500  when  he  died. 
Medicare  took  chre  of  nothing  in  the  nursing  hospital.  The 
cosi  of  his  care  and  e'^enses  connected  with  it  amounted  to 
m-ar  $40,000  through  years. 

In  1955  Walt's  isters  were  given  a chart  tracing  the 
history  of  the  disease  back  to  a Bartels  born  in  Germany  in 
1814.  He  married  Marie  Merge,  born  in  1822.  I have  been 
told  that  H.D.  was  known  to  be  in  both  families.  The  chart, 
which  I have  now,  traces  the  disease  down  to  Sarah  Bruns 
Fichman.  Of  eight  children  in  her  family,  three  had  H.D. 

Of  her  nine  children,  Walt  is  the  only  one  who  got  it. 

Some  time  after  '56  these  records  from  Rochester  were 
sent  to  the  University  of  Minnesota  where  a Dr.  Reid  had 
charge  of  the  Genetic  Research  Department.  We  had  many  visits 
with  him  in  '66. 

I am  a charter  member  of  the  Minneapolis  Chapter  of  CCHD, 
organized  in  June  '73.  I corresponded  with  Marjorie  Guthrie 
and  followed  her  suggestions  to  write  to  Congressmen  about 
legislation  for  help  in  combating  these  catastrophic  diseases. 
Ted  Kennedy  and  Javits  (NY)  headed  a bill  to  get  recognition 
for  H.D.  Also  wrote  Weisenberger  of  HEW.  He  did  nothing. 

I got  replies  from  everyone  and  Mrs.  Guthrie  was  going  to 
use  them  in  lobbying  in  Washington,  DC. 
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My  three  children,  all  in  their  forties,  live  in  fear 
every  day.  I have  five  children. 

I hope  what  I have  written  will  be  of  some  help,  I 
have  a list  of  most  of  the  drugs  given  to  Walt.  The  differ- 
ence between  Sarah's  last  years  and  Walt's  is  a credit  to 
Dr.  G's  use  of  drugs.  He  died  a few  years  ago. 

With  help  from  Minnesota  a CCHD  chapter  was  organized 
in  Sioux  Falls,  South  Dakota,  as  there  are  a large  number  of 
victims  in  the  area.  I get  their  newsletter. 

I hope  this  will  be  of  some  help.  It  is  gratifying  to 
me  to  know  the  whole  nation  is  becoming  aware  of  this  deva- 
stating disease,  as  one  doctor  called  it. 
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c'RAir,  V.  ROBBINS 

VALLEY  CENTER,  KANSAS  MAY,  1977 


I feel  that  this  legislation  is  important  so  that  those 
afflicted  with  Huntington's  have  the  right  for  more  and 
hotter  care,  whatever  the  price. 
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MARYBELLE  ROBERTS 

VALLEY  CENTER,  KANSAS  APRIL  22,  1976 


I have  known  this  wonderful  family  since  the  children 
started  to  school  at  Valley  Center.  They  have  been  a joy 
to  work  with.  The  father's  illness  has  affected  their  lives, 
naturally;  but,  with  the  help  of  the  mother  they  have  met 
the  problem  with  maturity  beyond  their  age. 

Hopefully  research  will  find  some  form  of  medical  help 
for  the  family  of  the  affected  one.  So  in  closing  I am  sure 
there  is  a need  for  further  research  and  education. 
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DAVID  J.  ROY 

AKRON,  IOWA  DECEMBER  20,  1976 


Vr®.  Robert  Vreugdenhll,  Route  2,  Akron,  Iowa  51CD01  has 
•»ientl^ned  to  me  that  you  are  working  to  get  some 
government  heln  In  the  treatment  and  control  of 
Hunt ^ nekton  Disease. 

It  seems  that  lately  I've  been  faced  with  this  disease 
more  than  ever  before.  One  of  my  member--Henry  Wllkens, 
Alcester,  5^D  57001--is  quite  ill  with  it  and  it  seems 
almost  heartless  to  be  so  helpless  is  doing  much  to  help 
him.  *’ow  I hear  that  he  has  been  showing  symptoms  for 
about  ten  years.  Now  it’s  much  more  serious  so  that  at 
times  we  can’t  talk  to  him  and  at  other  times  he  can 
hear  us  but  cannot  talk  to  us. 

Three  other  of  my  members  have  parents  who  are  afflicted. 

Two  of  these  are  very  serious,  while  the  third  shows  certain 
symotoms  (such  as  jerky  adtions)  when  she  talks. 

T’m  not  certain  what  I can  do  to  h§.p  you  but  I would  appreciate 
hearing  from  you.  Then  I can  go  from  there. 

'^ne  feels  so  heloless  in  the  face  of  this  disease.  I notice 
the  fear  that  healthy  relatives  show  as  they  think  of  their 
own  lives  and  of  their  heirs. 

Thank  you  for  listening  1 
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ROBERT  K.  RUSK 

WICHITA,  KANSAS  MAY  3,  1977 


The  largest  single  effect  that  the  fear  of  H.D.  had  on 
my  life  is  due  to  the  uncertainty  of  our  family's  medical 
future.  The  relatively  high  probability  that  we  will  have 
a shorter  than  average  "prime  of  life"  with  higher  than 
average  medical  expenses  has  caused  me  to  be  extremely 
oriented  toward  success  in  my  personal  business.  In  fact, 
some  people  have  commented  to  me  that  I appear  to  be  an  indi- 
vidual who  will  compromise  my  home  life  for  the  sake  of 
taking  care  of  my  business  dealings.  It  is  true  that  I have 
neglected  my  family  on  virtually  hundreds  of  occasions  for 
the  sake  of  my  work.  However,  this  is  not  pleasant  for  me, 
and  actually,  I believe,  runs  counter  to  my  real  nature,  which 
is  to  be  a family  man.  It  has  been  my  perhaps  overreaction 
to  the  uncertainty  of  our  future  and  my  eagerness  to  provide 
the  "good  life"  and  security  for  my  wife  and  son  regardless 
of  our  medical  future,  which  I believe  has  driven  me  to  a 
point  at  which  I commonly  give  up  the  present  with  my  family 
for  the  sake  of  the  future.  In  recent  years,  as  my  son  seems 
to  leap  through  his  infancy  past  his  "sitting  on  your  lap 
years,"  my  personal  anxiety  over  the  conflict  between  wanting 
to  provide  on  the  one  hand  and  wanting  to  be  with  my  family 
on  the  other  has  grown.  I do  not  believe  that  this  has 
brought  me  to  the  point  of  personal  psychological  crisis; 
however,  it  has  most  certainly  begun  to  affect  the  eagerness 
with  which  I accept  new  business  challenges  which  I fear 
would  move  me  even  further  from  my  family  life. 

On  my  wife's  part,  my  frequent  absences  from  home  to  be 
at  work  have  caused  her  to,  perhaps,  overreact  in  her  own  way. 
Her  reaction  has  been  a strong  longing  for  personal  identity 
and  individuality. 

Certainly  a strong  sense  of  individuality  and  eagerness 
for  success  in  business  are  not  necessarily  negative  factors. 
In  fact,  very  likely  both  my  wife  and  I are  personally  stronge 
more  capable  individuals  because  we  do  face  the  possibility  of 
H.D.  However,  there  is  often  concern  on  my  part  that  perhaps 
some  of  the  best  moments  of  our  lives  are  given  up  to  prepare 
for  what  we  hope  may  never  come  to  pass. 

Of  course  a variety  of  factors  would  serve  to  reduce  that 
anxiety,  the  most  effective  would  be  the  total  and  complete 
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control  medication.  The  effects  of  H.D.  would  be  drastically 
reduced  with  the  largest  one  remaining  being  the  cost  of  the 
mi'di  cat  i on  . 

The  next  most  effective  factor  in  reducing  the  anxiety 
of  fi.D.  would  probably  be  a National  Health  Care  Plan  which 
would  cover  catastrophic  illnesses.  To  me  this  type  of 
insurance  would  allow  my  family  and  myself  to  be  more  alive 
today  with  less  concern  for  building  a large  stockpile  of 
resources  to  cover  tomorrow's  potential  catastrophic  illness. 

Of  course  what  has  been  written  above  is  not  the  only 
effect  that  H.D.  has  had  on  our  family  and  me.  It  is  only 
a part.  The  part  which  at  the  moment  appears  very  large.  The 
effects  of  the  specter  of  H.D.  have  always  been  a burden  in 
our  lives.  Even  before  we  were  married,  H.D.  was  a nearly 
everpresent  concern.  Even  the  decision  to  be  married  was 
made  in  the  H.D.  atmosphere.  Later  H.D.  dictated  to  us  our 
plans  for  a family.  And  of  course,  through  all  the  years^  H.D. 
has  been  in  our  thoughts^  affecting  every  decision. 

We  can  talk  on  and  on  about  what  would  help  reduce  the 
anxiety  of  H.D.  Many  things  would  help.  Catastrophic  health 
insurance  would,  along  with  others.  But  what  we  really  need 
is  a control... a cure.  That  only  will  come  from  research. 

What  we  really  need  is  research. 


6-655 


Wichita,  Kansas 


May  10,  1977 


TERI  RUSK 

WICHITA,  KANSAS  MARCH  26,  1977 


I have  enclosed  a copy  of  an  article  that  I wrote  three 
years  ago  that  will  help  my  testimony,  but  I also  wanted  to 
update  this  story. 

I am  an  "at-risk"  30-year-old  married  female  asking  help 
for  some  special  people  whom  I love  dearly,  and  in  some  way  or 
another  their  lives  have  been  affected  by  Huntington's  disease 

Please  help  I 

My  mother  (H.D.  patient,  12  years  now  in  nursing  home, 
mother  of  10  children)  who  has  been  severely  mistreated  medi- 
cally due  to  the  lack  of  education  13  years  ago  in  the  medical 
field.  She  has  experienced  irreparable  emotional  damage  and 
I'm  afraid  that  no  amount  of  money  or  congressional  bills 
will  change  that. 

My  husband  has  worked  so  hard  to  establish  good  financial 
standing  for  us  but  I worry  that  if  I get  H.D.  that  he  could 
be  in  financial  ruin  in  just  a few  short  years. 

My  four  sisters  and  five  brothers  who  have  had  to  learn 
so  early  in  their  young  lives  how  to  cope  with  the  fear  of  get 
ting  H.D.,  the  younger  kids  never  knowing  their  mother,  there- 
fore never  quite  realizing  the  destruction  H.D.  causes  to  a 
family  and  us  older  ones  still  having  vivid  recollections  of 
mother's  deep  depressions  and  uncontrollable  fits  of  rage. 

Please  help  my  father  who  has  been  so  scarred  by  the 
effects  of  having  a wife  with  H.D.  and  ten  children  at  risk 
that  I cannot  relate  to  you  all  of  his  problems.  I pray  that 
he  will  give  an  oral  testimony  on  May  10  (at  this  time  he 
still  refuses  to  this  this) . He  has  a story  that  I cannot 
tell  you. 

Thank  you. 
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MRS.  MARY  MALINDA  SAWYER 

GRANDVIEW,  MISSOURI  SEPTEMBER  28,  1976 


I picked  up  that  box  of  things  you  left  for  me,  including 
the  H.D.  information.  It  was  very  interesting  but  I was  annoyed 
that  Mrs.  Guthrie  is  circulating  Dr.  Pearson's  remarks  about 
the  value  of  H.D.  risk  people  not  having  children.  I thought 
you  told  me  she  didn't  agree  with  that  and  didn't  recommend  it. 

He  said  that  patients  who  decided  never  to  have  children 
are  happier  than  the  ones  who  do,  but  he  doesn't  mention  the 
sterile  (excuse  the  double-play  on  words)  life  they  lead  until 
that  point  if  they  would  have  under  other  circumstances  have  had 
children  or  how  alone  their  spouses  are  at  the  point  that  the 
patient  is  hospitalized. 

Moreover,  he  didn't  mention  if  the  H.D.  risk  people  who 
turn  out  to  be  "normal"  are  satisfied  with  the  life  they  had 
after  taking  his  advice.  I can't  imagine  an  adoption  agency 
placing  a child  in  a home  where  a parent  is  H.D.  risk.  They 
have  much  more  stringent  qualifications  than  God  does  in  this 
regard,  you  know.  (They  don't  come  right  out  and  say  it,  but 
sometimes  it  appears  that  they  think  God  is  a do-do.) 

All  these  wise,  educated,  thoughtful  people  would  have  a 
married  couple  live  together  with  fear  as  their  only  child  and 
a lifetime  to  nurture,  coddle,  and  raise  it  until  it  matures 
into  H.D.  or  fizzles  into  old  age. 

If  it  is  true  that  life  is  a continuous  problem  solving 
event,  then  it  follows  that  eliminating  (as  opposed  to  solving) 
our  problems  will  eliminate  life  itself.  If  you  leave  only 
the  little  problems  then  you  leave  only  the  little  satisfactions 
and  the  little  joys. 

(Of  course,  it  is  possible  to  avoid  a family  by  avoiding 
marriage  too,  and  leading  a single  life,  but  I think  this  is 
asking  a lot  of  someone  who  doesn't  feel  called  to  the  single 
life.  Loneliness  kills  more  people  than  H.D.) 

In  an  anthology  of  poetry  I have  is  this  poem  by  Elinor 
Wylie : 
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THE  EAGLE  AND  THE  MOLE 


Avoid  the  reeking  herd.  Shun  the  polluted  flock. 

Live  like  that  stoic  bird.  The  Eagle  of  the  Rock. 

The  huddled  warmth  of  crowds 
Begets  and  fosters  hate; 

He  keeps,  above  the  clouds. 

His  cliff  inviolate. 

When  flocks  are  folded  warm,  and  herds  to  shelter  run. 

He  sails  above  the  storm.  He  stares  into  the  sun. 

If  in  the  eagle's  track  your  sinews  cannot  leap. 

Avoid  the  lathered  pack.  Turn  from  the  steaming  sheep. 

If  you  would  keep  your  soul  from  spotted  sight  or  sound. 

Live  like  the  velvet  mole;  Go  burrow  under  ground. 

And  there  hold  intercourse  with  roots  of  trees  and  stones. 

With  rivers  at  their  source.  And  disembodied  bones. 

Woody  Guthrie  was  no  "mole"  and  Heaven  knows  Marjorie 
Guthrie  is  not  one.  I don't  like  people  telling  me  that  I better 
be  a mole — reject  life  and  its  problems  and  its  griefs.  I don't 
think  that  shows  much  respect  for  me! 

You  know  that  no  one  could  have  been  more  upset  at  the  pro- 
spect of  having  H.D.  as  I was  and  for  that  matter — I still  hate 
the  thought.  It  makes  me  very  angry  and  frightened.  But  I STILL 
don't  see  that  that  is  reason  for  me  to  encircle  my  fear  with  my 
life--or  my  life  with  my  fear. 

I'm  glad  to  know  Dr.  Pearson's  views  on  this.  I think  he 
was  somewhat  involved  with  CCHD-KC  and  I'm  not  sorry  now  that 
I did  not  attend  their  meetings.  I feel  confident  that  his 
opinions  reflect  those  of  the  majority  of  the  professional  people 
who  are  counseling  H.D.  risk  people,  by  invitation  or  by  impo- 
sition. I know  they  see  so  much  suffering  and  heartache  that 
their  thoughts  on  the  matter  are  skewed  by  these,  but  I wish  ^ 

they  would  see  also  the  fact  that  H.D.  risk  people  can  contribute 
a lot  to  society  and  can  lead  a very  happy  and  satisfying  life, 
a normal  life  in  all  ways.  I think  it  is  better  to  advise  a 
full  and  normal  life  which  will  produce  a psychologically  and 
emotionally  fulfilled  person,  especially  if  there  is  to  be  a 
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qreat  trial  at  the  end  of  life.  A life  dedicated  to  fear  is  not 
qoing  to  produce  a courageous  person. 

I am  forever  grateful  that  Mom  wasn't  counseled  out  of 
having  any  of  us.  It  was  in  our  favor  that  H.D.  has  been  show- 
ing up  late  in  our  family,  but  I'm  glad  Mom  expected  me  at  36 
instead  of  H.D.  and  was  in  the  hospital  with  Glenda  at  41 
instead  of  H . D . 1 


6-659 


Wichita,  Kansas 


May  10,  1977 


BRENDA  SCHABER 

TIPTON,  KANSAS  MAY,  1977 


My  name  is  Brenda  Schaber.  I'm  in  eighth  grade  and 
I'm  14  years  old. 

My  father  had  Huntington's  disease.  I can  remember 
times  when  my  dad  would  beat  on  my  sisters,  me,  and  my 
mother.  He  would  burn  my  mother's  clothes,  break  things  that 
he  didn't  like,  or  when  he  got  mad. 

Once  when  my  Aunt  Mertie  Adney  gave  my  mom  a tape  deck, 
he  wasn't  going  to  let  her  have  it  because  he  thought  there 
would  be  a lot  of  wires.  Some  people  think  he's  weird  when 
he  would  go  to  the  stores  and  other  places.  Once  when  we  was 
at  church  camp  my  dad  came  out  and  some  boys  called  him  a 
baby.  Them  boys  found  out  that  girls  can  hit  just  as  hard 
as  boys  because  I hit  those  boys  and  I'll  hit  anyone  else 
who  talks  about  anyone  who  has  this  disease.  When  daddy  was 
at  home  I had  to  give  him  medicine  and  watch  him  day  and 
night.  When  we  wanted  to  go  somewhere  all  we  did  was  worry 
about  the  others. 

I feel  sorry  for  my  father  and  the  others  that  have 
this  disease  because  I feel  like  it's  one  more  wasted  life. 

I hope  you'll  all  think  about  what  I've  said  because  maybe 
there's  a cure  for  it.  It's  probably  too  late  for  my  dad 
but  there's  always  other  people. 

Thank  you. 
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LYNNETT  SCHABER 

TIPTON,  KANSAS  MAY,  1977 


My  name  is  Lynnett.  I'm  in  the  fifth  grade.  My 
father  has  had  Huntington's  disease  all  his  life  that  I can 
remember.  We  had  to  stay  by  the  house  to  watch  him.  We 
had  to  give  medicine  every  night.  Every  year  we  go  around 
for  Huntington's  disease.  It  can  defect  the  brain.  It  can 
make  you  bad  bad  sick,  think  wrong,  and  it  makes  you  mean. 
You  pull  off  covers  and  pour  water  on  people's  head.  It  is 
a very  bad  disease.  It  makes  nervous;  you  have  to  leave 
the  house  sometime.  My  mother  would  get  griped  out  for 
being  late.  He  lied  on  the  couch  day  by  day. 

One  day  they  might  get  a cure  for  it. 

Ten  years  old. 
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ROND A SCHABER 

TIPTON,  KANSAS  MAY,  1977 


My  name  is  Ronda  Schaber.  I'm  in  the  sixth  grade  and 
11  years  old.  My  father  has  Huntington's  disease.  He  has 
had  it  for  as  long  as  I can  remember.  Some  of  the  time  he 
would  be  really  mean  like  dashing  water  in  my  mother's  face. 
Other  times  he  would  act  like  a little  baby,  but  most  of  the 
time  he  would  just  lie  on  the  couch  not  able  to  do  anything 
else.  Ever  since  I can  remember  my  mother  has  had  to  work  to 
support  us.  Us  kids  would  have  to  take  care  of  my  father  day 
in  and  day  out.  I guess  all  I really  want  in  the  whole  world 
is  for  him  to  get  well.  If  the  scientists  had  more  money  to 
experiment  with  maybe  just  maybe  they  could  find  a cure  for 
it,  so  it  can  help  other  people  with  Huntington's  disease. 
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PATRICIA  T.  SCHLOESSER,  MD 

TOPEKA,  KANSAS  APRIL  25,  1977 

'Hio  Kansas  Department  of  Health  and  Environment  recognizes  that  the 
problems  presented  to  individuals,  families  and  communities  by  the 
genetic  disease,  Huntington's  Chorea  are  extremely  serious.  It  is  of 
first  Importance  that  genetic  counseling  be  available  to  families  in 
which  this  genetic  disease  has  been  detected. 

The  number  of  families  in  Kansas  affected  by  Huntington's  Disease  is 
much  larger  than  our  statistics  from  death  certificates  would  indicate. 
These  families  will  draw  heavily  on  the  public  health,  mental  health, 
and  institutional  care  resources  of  the  total  community.  At  present, 
supportive  care  and  genetic  counseling  are  the  only  available  resources. 

For  this  reason,  the  Department  sees  its  role  as  supporting  local  public 
health  nursing  efforts  in  working  with  these  families  and  supporting 
the  efforts  of  the  three  genetic  counseling  centers  in  Kansas  through 
additional  funding  when  possible  and  an  adequate  referral  system. 
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MRS.  PEGGY  SCHROEDER 

TIPTON,  KANSAS  MAY  4,  1977 


I am  very  concerned  about  the  disease  Huntington's 
chorea.  My  mother  had  four  brothers  and  sisters  and 
several  nieces  and  nephews  that  suffered  and  died  of  this 
disease.  It  is  tragic  to  watch  your  loved  ones  become  help- 
less. I am  44  years  old  and  the  mother  of  four  healthy  chil- 
dren. My  mother  is  75  years  old  and  has  never  gotten  the 
disease,  so  I am  hopeful  she  didn't  inherit  the  gene.  When 
I was  11  years  old  my  mother  would  send  me  to  my  aunt's 
home  to  do  her  Saturday  cleaning.  She  was  afflicted  with 
the  disease.  She  lived  1-1/2  miles  out  of  town  so  I rode 
my  bicycle.  These  were  rather  hard  times  for  my  family. 

We  didn't  have  a family  car,  so  my  mother  didn't  get  to  see 
her  too  often.  My  aunt  was  an  immaculate  housekeeper  before 
she  became  ill  and  was  so  grateful  to  have  her  kitchen  floor 
scrubbed  and  other  cleaning  done.  She  didn't  have  any  chil- 
dren of  her  own.  I remember  so  clearly  when  riding  my  bike 
out  to  their  farm  I had  to  pass  another  farm  and  their  dog 
would  come  out  barking  every  time  I went  past.  I was  so 
scared.  Many  a time  I cried  all  the  way  home.  I don't  know 
if  it  was  fear  of  the  dog  or  feeling  so  bad  about  my  Aunt 
Lizzy's  helplessness.  She  died  when  I was  15  years  old. 

Her  body  lie  in  state  at  our  home  before  her  burial.  Tipton 
is  a small  town  and  didn't  have  a funeral  home  at  that  time. 
It  was  such  a relief  to  see  her  lying  quiet. 

I hope  everyone  becomes  interested  in  the  research 
on  this  disease  and  that  Congress  will  help  out  with  funds. 

It  is  desperately  needed. 
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MRS.  JOHN  L.  SCHULTE 

BELOIT,  KANSAS  MAY  2,  1977 


In  regard  to  the  many  individuals  and  their  families 
who  are  affected  by  Huntington's  disease.  Even  though  it 
has  not  shown  in  our  family  it  has  and  is  in  my  brother-in- 
law's  relation,  and  I have  seen  the  crippling  effects  it 
has  and  had  on  so  many  in  the  relation.  We  as  children 
thought  these  men  were  intoxicated  and  as  we  grew  older  soon 
found  out  these  men  were  really  in  trouble  and  had  this  dis- 
ease. May  a cure  or  help  soon  be  found  for  these  unfortunate 
ones.  I am  in  great  faith  and  know  you  will  be  doing  all  and 
more  for  this  Huntington's  disease. 
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KAY  STRATTON 

COLTON,  SOUTH  DAKOTA  MARCH  28,  1977 


Why  I have  put  off  writing  to  you  concerning  my  feelings, 
frustrations,  needs  and  hope  about  H.D.  I don't  know  other  than 
it's  extremely  difficult  for  me  to  put  into  words  what  I really 
feel . 


My  most  urgent  concern  is  EDUCATION.  There  is  a desper- 
ate need  for  more  education  of  our  medical  profession — neurolo- 
gists, psychiatrists,  psychologists  and  our  family  doctors. 

So  much  misinformation,  or  worst  of  all,  no  information,  seems 
to  be  the  best  we  can  get  most  of  the  time.  I say  most  of  the 
time,  as  I realize  there  are  very  knowledgeable  and  competent 
doctors  who  do  a great  deal  to  help. 

When  I first  learned  about  H.D.  was  five  years  ago  when 
my  mother  was  diagnosed  as  having  it.  With  no  family  history 
of  the  disease  it  was  difficult  to  diagnose.  The  doctor,  a 
neurologist,  who  first  diagnosed  it,  left  my  four  sisters  and 
myself  with  the  feeling  it  was  about  like  diabetes  and  stated 
we  each  had  a 25%  chance  of  getting  it.  His  diagnosis  was 
confirmed  by  another  neurologist  who  simply  stated  he  was  cer- 
tain it  was  H.D.  and  walked  away.  I left  that  office  with  my 
mom  and  the  most  hopeless  feeling  I have  ever  felt.  No  one  to 
talk  to--no  advice  on  what  to  expect  or  where  to  go  from  there — 
absolutely  nothing. 

I've  learned  some  since  then;  it  took  about  six  months 
to  get  myself  together,  to  start  looking  and  seeking  help.  I 
suppose  I went  through  the  five  stages  of  acceptance.  I felt 
I had  accepted  the  fact  when  two  years  ago  my  mother  developed 
a problem  with  her  throat,  choking  even  on  water.  The  neurolo- 
gist she  was  seeing  advised  us  it  was  a symptom  of  H.D.  and 
nothing  could  be  done,  plus  it  would  be  a waste  of  our  money 
to  try  and  help  her.  Her  family  doctor  (he  was  new  as  our 
doctor  had  recently  died)  told  us  he  was  certain  she  didn't 
even  have  H.D.  and  the  throat  problem  was  something  different. 
However,  he  was  right  about  the  throat  and  a simple  procedure 
corrected  this  at  a hospital  in  Denver.  She  was  also  seen  by 
several  neurologists  while  in  the  Denver  hospital  and  each  one 
confirmed  the  diagnosis  of  H.D.  Had  we  listened  to  the  advice 
of  the  neurologist  she  would  have  either  choked  to  death  or 
died  of  malnutrition.  If  we  had  listened  to  the  family  doctor 
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about  her  not  having  H.D.  we  would  not  be  planning  our  lives 
accordingly.  One  sister  had  had  an  operation  so  she  wouldn't 
have  any  more  children.  You  can  well  imagine  the  thoughts 
going  through  her  mind  when  we  were  told  Mom  didn't  have  the 
disease  after  all. 

This  is  my  own  personal  experience  with  the  medical  pro- 
fession but  as  past  President  of  the  South  Dakota  Branch 
Chapter,  CCHD,  I have  heard  many,  many  situations  from  other 
families.  Some  people  run  around  frantically  seeking  help, 
becoming  more  frustrated.  Others  don't  know  where  to  go  or 
what  to  do  so  simply  ignore  the  situation  only  causing  severe 
problems  in  doing  so. 

We  desperately  need  help  and  steps  to  follow  in  the  care 
of  the  patient  whether  it  be  hospital,  nursing  home  or  home. 
Families  need  to  have  information  about  the  disease  in  terms 
that  they  can  understand. 

Chaplain  Clayton  Sugg  at  the  V.A.  Hospital,  Knoxville, 

Iowa  has  written  a book  with  some  of  the  most  valuable  infor- 
mation I have  read  on  H.D.  for  the  lay  person.  I suggested 
to  the  National  CCHD  office  that  we  make  use  of  this  and  was 
told  it  was  too  lengthy  so  nothing  again  was  done.  Surely  there 
is  someone  who  is  capable  of  breaking  down  this  book  into  ex- 
tremely useful  booklets.  I have  had  so  many  requests  for  this 
type  of  information. 

For  too  long  families  have  suffered  from  social  rejection 
because  of  H.D.  in  the  family.  Denial  of  the  disease  is  a way 
of  life  for  far  too  many  patients  and  families  in  order  to  cope. 
Stronger  emphasis  must  be  placed  on  public  education.  America 
has  its  popular  diseases  and  then  again  its  unpopular  diseases, 
which  causes  problems  with  jobs  and  social  relations. 

There  are  many  areas  where  help  is  needed  but  without 
first  educating  the  public,  medical  profession,  families  and 
patients,  work  in  some  of  the  other  areas  will  be  of  little  use. 

I know  giant  strides  have  bee  made  in  the  last  eight 
years  due  to  some  wonderful  beautiful  people  and  I am  most 
grateful  for  this.  Because  of  this  progress  we  have  hope — 
without  hope  I too  would  follow  the  course  of  denial. 
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KAY  STRATTON 

COLTON,  SOUTH  DAKOTA  APRIL  8,  1977 


I have  written  a letter  to  you  a few  weeks  ago  but  feel 
it's  important  to  let  you  know  about  this  recent  situation. 

My  mother  who  has  H.D.  is  living  in  a foster  adult  home 
in  Belle  Fourche,  South  Dakota.  This  program  is  excellent 
for  many  people.  The  care  is  more  personal,  a family  life- 
style for  them  to  live  in.  The  overall  conditions  are  much 
like  their  own  homes.  My  mother  has  been  extremely  happy  in 
spite  of  all  the  problems  this  horrid  disease  creates. 

Two  months  ago  we  were  informed  by  the  Social  Security 
Office,  who  pays  for  part  of  her  care,  that  we  would  have  to 
discontinue  supplementing  our  part  in  paying  for  her  care  or 
they  would  deduct  it  from  the  amount  they  pay. 

The  amount  set  for  the  Foster  Adult  Home  is  $200  per 
month  which  we  all  know  is  impossible  to  live  on.  We,  the 
children,  have  been  giving  $50  per  month  so  she  can  stay  in 
this  home.  We  can't  afford  to  pay  the  full  amount  but  are 
willing  to  help.  Our  complaint  isn't  so  much  with  the  amount 
they  have  set,  although  it's  not  near  enough,  it's  the  fact 
if  we  help  out  it's  deducted  from  the  $200. 

I have  argued  until  I'm  sick  of  the  whole  system.  All  I 
ever  get  is  a law  and  there  is  nothing  we  can  do. 

Congress  increases  their  pay  to  over  $50,000  a year  but 
expects  others  to  live  on  a mere  $2,000  and  makes  a law  that 
states  that's  all  they  can  have  unless,  of  course,  they  are 
wealthy  on  their  own.  We  have  a choice  of  putting  her  in  a 
nursing  home  which  would  cost  the  Government  up  to  $600  per 
month.  There  are  two  nursing  homes  in  Belle  Fourche,  one 
where  welfare  patients  go  and  the  one  where  you  pay  for  your- 
self. The  other  choice  is  keeping  her  in  our  own  homes.  As 
much  as  I love  my  mother  it  really  isn't  fair  to  my  family  or 
my  sister's  family  to  do  this. 

I would  like  to  see  some  improvements  on  the  Adult  Fos- 
ter Home  Program.  I realize  that  eventually  Mom  will  probably 
have  to  be  in  a nursing  home  but  this  Adult  Foster  Home  is  so 
great  for  the  early  and  middle  stages  of  this  disease. 
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We,  of  course,  are  contacting  our  Congressmen  and  Rep- 
resentatives but  hopefully  help  can  come  through  the  Commis- 
sion also. 

Thank  you. 
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MRS.  PHIL  STREIT 

TIPTON,  KANSAS  MAY  6,  1977 


Please  give  the  control  of  Huntington's  disease  your 
most  attention.  We  have  several  in  our  community  that  are 
afflicted  with  this  disease.  It  is  a heartbreaking  experi- 
ence to  watch  them  deteriorate. 

Thank  you  for  your  consideration. 
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ANN  SCHWEBACH 

BELOIT,  KANSAS  MAY  3,  1977 


A note  in  regard  to  the  Huntington's  disease.  I know 
of  families  that  have  six  and  seven  in  their  families,  which 
causes  their  deaths.  More  I know  that  are  in  hospitals 
unable  to  help  themselves,  started  in  teen  years. 

Families  of  the  dreadful  disease  should  have  care  in  the 
early  stages  of  the  dreadful  H.D. 
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DANIEL 

TIPTON 


I 

should 


L.  STREIT 

KANSAS  MAY  5,  1977 


feel  as  a concerned  citizen  that  a Federal  grant 
be  given  for  research  on  Huntington's  disease. 
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Hl’TH  STREIT 

BFLOIT,  KANSAS  MAY,  1977 


Huntington's  disease  is  becoming  a very  prevalent  dis- 
ease in  my  community.  This  disease  has  a very  limited 
amount  of  research  on  it.  I feel  that  the  people  of  my 
community  and  people  all  over  the  world  would  benefit 
greatly  from  more  knowledge  on  this  disease.  The  serious- 
ness of  this  disease  is  not  known  to  many. 

I am  asking  for  your  help  in  funding  for  this  dreadful 
disease  so  that  more  people  can  become  more  knowledgeable 
and  understanding  of  the  seriousness  of  this  disease. 

Please  help.  It  could  prevent  the  further  spreading 
of  this  disease  if  more  people  knew  more  about  the  disease. 

My  relatives  have  this  disease  and  it  is  being  spread 
further  because  of  the  limited  knowledge. 

Thank  youl 


6-673 


Wichita,  Kansas 


May  10 , 1977 


VEDA  M.  SWEET 

CLARKS,  NEBRASKA  MAY  28,  1977 


My  daughter  married  into  a family  with  Huntington's 
disease,  so  I know  some  of  the  worry  and  frustration  these 
families  with  the  disease  must  face.  There  are  10  members  of 
this  one  family  who  have  the  disease,  so  we  know  there  must 
be  thousands  of  people  affected.  The  agony  that  the  at-risk 
people  must  go  through,  not  knowing  if  they  will  have  the 
disease  or  not. 

I certainly  hope  more  research  into  the  cause  and  a cure 
can  be  found.  People  along  with  physicians  need  to  be  better 
educated  about  the  symptoms  of  Huntington's  disease. 

Thank  you  so  much  for  the  work  you  are  doing.  I wish 
you  success  I 
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MRS.  NORBERT  THULL 

BELOIT,  KANSAS  APRIL  30,  1977 


This  comes  as  a plea  for  help  and  consideration  for  the 
problems  of  families  affected  by  Huntington's  disease.  I wish 
to  call  to  your  attention  the  case  of  my  sister,  Mrs.  Anna 
Moritz  of  Tipton,  Kansas,  who  has  lived  with  heartbreak, 
despair  and  financial  problems  for  more  than  40  years.  First 
through  the  many  years  her  husband  lived  with  this  dread  dis- 
ease before  his  death  in  1945.  After  this  the  deaths  of  two 
daughters  and  a son,  consequences  of  this  ongoing  ailment. 

Two  sons  now  are  in  the  Veterans  Hospital  at  Topeka,  Kansas 
being  cared  for  there  since  their  families  at  home  could  no 
longer  handle  them  at  home  and  give  needed  care. 

We  have  seen  the  husband  of  one  of  the  daughters  turn  to 
alcohol  in  complete  despair  and  financial  ruin,  all  a consequence 
of  her  long  hospitalization  and  nursing  home  care,  which  became 
necessary  in  her  mid-thirties.  Now  we  learn  a grandson  of 
hers,  living  in  California,  at  29,  is  afflicted  and  in  a nurs- 
ing facility. 

I could  continue  to  quote  problems  connected  with  this 
dread  disease.  My  sincere  hope  is  that  at  the  Commission 
meeting  in  Wichita,  Kansas  those  testifying  can  convey  a 
message  of  great  need  for  financial  help  and  medical  care 
for  families  who  have  lived  with  this  disease  and  those  at-risk 
persons . 

Thank  you  for  help  and  consideration. 
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HARRY  TIBBEN 

GREENFIELD,  IOWA  MAY  26,  1977 


My  mother  was  afflicted  with  H.D.  She  was  born  in 
1974,  and  she  showed  signs  of  the  disease  at  45  to  50  years 
of  age.  Gradually  she  got  worse  until  she  was  bedfast  the 
last  6 years  of  her  life.  She  lived  to  be  83  years  old. 

At  that  time  the  doctors  did  not  know  what  it  was.  My  oldest 
brother  had  H.D.  Sad  to  say  he  took  his  own  life.  He  had 
three  children  and  they  all  have  H.D.  I have  another  brother 
who  is  bedfast  in  a nursing  home  now.  He  is  75  years  old. 

I had  an  uncle  and  aunt;  both  had  H.D.  They  each  had 
large  families.  My  uncle  had  eight  children;  five  of  them 
had  H.D.  My  aunt  had  eleven  children;  eight  of  them  had 

H.D. 


I think  the  Commission  should  promote  and  get  financial 
help  for  H.D.  families. 

Try  to  get  Congress  to  appropriate  money  to  promote 
research  on  H.D. 

I understand  there  is  a grant  to  study  the  social  life 
of  bears.  If  they  have  money  for  this,  I think  they  should 
have  money  for  this  dreadful  disease. 
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KATZ  TILTON,  R.N. 

HKLoIT,  KANSAS  MAY  5,  1977 


I would  like  to  add  my  letter  to  the  hundreds  to  sup- 
P')rt  funding  for  research  for  treatment  and  control  of  the 
dread  disease. 

As  a mother  and  nurse  I can  imagine  the  horror  of  find- 
irui  you  h ive  the  disease  emd  of  watching  your  body  die  and 
of  knowing  that  you  could  be  en  emotional  and  financial  bur- 
den upon  your  loved  ones  for  many  years  to  come.  At  least 
the  dread  disease — cancer--kills  in  usually  a short  time. 

It  is  almost  impossible  for  me  to  imagine  living  with 
the  strain  of  knowing  you  may  have  passed  this  disease  on 
to  your  offspring  even  before  you  knew  you  were  one  of  its 
many  victims. 

I have  seen  patients  suffering  and  have  some  knowledge 
of  the  terror  of  the  disease. 

Please,  let's  help  these  unfortunate  victims 
God  for  our  freedom  from  this  torture. 


as  we  thank 


Wichita,  Kansas 


May  10,  1977 


MRS.  GERALD  TRUESDELL 

CLARKS,  NEBRASKA  MAY  27,  1977 


Having  lived  neighbors  to  a family  with  Huntington's 
disease,  I felt  I should  write  to  you.  I am  aware  of  the 
many  problems  they  have  been  faced  with,  and  I'm  sure  there  were 
even  greater  problems  that  I didn't  know  about. 

They  have  a terrific  expense  for  doctors  and  hospitals. 

It  seems  that  most  physicians  cannot  recognize  the  disease, 
so  I think  more  research  for  a cause  as  well  as  a cure  needs 
to  be  done . 

Education  about  the  disease  for  everyone,  so  that  an 
awareness  of  it  can  be  established. 

Perhaps  a national  headquarters  for  organ  donations  could 
be  set  up  to  make  all  arrangements,  so  that  donated  body  organs 
would  reach  the  proper  research  projects. 

I hope  and  pray  you  will  have  a huge  success  in  working 
out  a plan  of  attack  on  this  disease. 
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Howard  r.  valentine 

CLINTON,  IOWA  DECEMBER  18,  1976 


I have  not  received  any  response  from  you  since  I wrote  to 
you  months  ago  advising  you  of  the  turn  in  events  in  our  lives. 
Received  your  "President's  Report"  for  August  on  December  8. 

It  did  not  contain  any  information  of  any  programs  that  applied 
to  us  now. 

Possibly  you  did  not  receive  my  last  letter  or  it  may  have 
been  misdirected  in  your  office  or  misplaced.  I felt  it  was 
worthy  of  a reply,  so  I will  up-date  you  on  our  lives;  Hannah, 
71,  afflicted  with  H.D.  and  myself,  73.  As  I previously  in- 
formed you,  Hannah  has  been  in  hospitals  several  times  and  in 
an  extended  care  facility  for  two  years.  Where  she  was  not 
covered  by  Medicare  and  which  cost  me  $14,856  at  the  nursing 
home  alone,  plus  medication  and  therapy,  and  doctors  costs  so 
catastrophic,  I was  forced  to  dispose  of  our  home,  which  we 
had  struggled  to  pay  for  during  our  lifetime.  We  now  live  in 
a small  3-room  rented  apartment.  No  assistance  of  any  kind. 

I have  taken  Hannah  home  with  me  and  am  taking  care  of  her 
myself.  I have  mobile  meals  come  in  part-time  and  the  visiting 
nurse  stops  in  when  I ask  her  to.  This  month  our  rent  was 
increased  $10.00  per  month.  The  cost  of  the  mobile  meals  go 
from  $45  per  month  to  $75  per  month  in  January,  1977.  Coverage 
by  Medicare  in  hospitals  was  reduced,  so  we  must  pay  $20  more 
of  the  cost  of  the  first  60  days  and  $5  more  per  day  for  61st 
through  90th  days, and  $10  more  per  day  for  the  60  reserve  days, 
when  hospitalized.  No  increase  in  income.  Pensions  and  Social 
Security  income  remain  constant. 

Hannah  is  becoming  more  helpless  each  day  and  I wait  on  her 
hand-and-foot : bathe  her,  dress  and  undress  her,  make  the  meals, 

do  all  the  housework,  laundry,  take  care  of  all  the  business 
matters,  run  the  errands,  and  do  the  shopping.  I force  myself 
to  get  out  for  long  walks  almost  every  day  and,  to  date,  have 
been  able  to  get  Hannah  to  get  out  for  walks  for  exercise, 
fresh  air  and  sunshine.  It  is  a struggle,  but  I feel  it  is  my 
duty.  But  some  assistance  in  a financial  way  is  necessary  and 
is  due  us  in  our  late  years.  Our  only  daughter,  31,  married, 
lives  20  miles  away  and  comes  in  twice  a week  and  helps  me; 
but  she  is  now  expecting  her  second  child  and  her  help  is 
limited.  She  has  one  daughter  in  kindergarten.  She  is  real 
good  to  us.  Our  daughter  is  adopted  for  your  information. 
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In  your  August  report,  much  ado  is  presented  on  plans  for 
publicity  on  H.D.  and  study  in  genetics.  But  not  one  word  on 
what  is  being  done  or  being  proposed  to  be  done  for  those  of  us 
who  now  are  involved  in  caring  for  and  paying  for  someone 
afflicted  with  H.D. , or  the  victims  themselves. 

Most  of  us  are  old,  trying  our  best  to  make  things  go,  but 
are  not  considered  by  anyone  in  respect  to  receiving  financial 
assistance  for  the  cost  of  catastrophic  illness.  We  are  giving 
our  all,  selling  our  homes,  living  secluded  lives,  getting  along 
with  few  of  the  normal  things  others  enjoy;  and  we  are  ignored 
by  every  governmental  agency,  by  church,  charitable  organizations 
and  even  shunned  by  some  relatives.  Plus  the  fact  that  I went 
through  the  depression  of  the  1930' s,  lost  $13,000  in  savings 
when  I was  29  years  old.  I was  unemployed  for  three  years  but 
never  asked  for  any  kind  of  help,  nor  did  my  folks  receive  any. 

We  made  our  own  way,  but  I lost  the  results  of  14  of  my  produc- 
tive years  and  started  all  over  again  in  1934.  So  you  see,  I 
am  not  the  kind  that  expects  help  if  not  confronted  with  a catas- 
trophe. The  $13,000  I lost  in  1931  is  equivalent  to  $85,000  of 
today's  dollars.  I still  would  have  made  it  in  my  latter  years 
if  it  were  not  for  the  horrible  affliction  of  my  wife.  We 
went  to  Medicare  people  in  many  localities  and  states,  even 
Mayo  Clinic  at  Rochester,  but  no  one  made  a diagnosis  of  H.D. 
until  1974.  Spent  thousands  in  the  meantime  and  now,  when  her 
condition  is  helpless,  I am  forced  with  caring  for  her,  caring 
for  myself  at  home,  or  going  bankrupt  with  the  cost  of  nursing 
home  care,  which  is  not  covered  by  Medicare;  and  hospitals  will 
not  be  covered  because  she  will  not  get  well. 

I am  giving  you  these  facts  of  our  lives  because  I believe 
you  have  contacts  that  could  cause  legislative  action  that  will 
cause  coverage  of  catastrophic  illness  to  be  enacted  whenever 
it  is  needed:  at  home,  in  hospitals,  in  nursing  homes,  etc. 

I know  this  involves  a lot  of  money,  but  it  seems  that  any 
violent  or  vociferous  groups  who  want  something,  gets  it. 

What  became  of  the  funds  that  were  used  for  waging  the  war  in 
Vietnam?  I recall  Congressman  Culver  stating  that  we  would 
have  a tremendous  surplus  when  the  war  was  over  that  would  be 
used  for  help  for  citizens  with  huge  problems. 

Also,  I believe  some  of  the  energies  and  funds  of  the  CCHD 
should  be  directed  to  obtaining  coverage  for  these  cases  of 
catastrophic  illness.  These  victims  are  not  custodial  patients 
as  the  bureaucrats  in  HEW  like  to  catalog  them.  They  are  truly 
medical  patients. 
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The  Government  coddles  and  maintains  lawbreakers  in  pri- 
sons, favors  the  drug  addicts  and  alcoholics  who  abuse  them- 
selves through  their  own  self-imposed  actions,  but  not  one  penny 
for  those  who  are  personally  afflicted  through  no  fault  of  their 
own,  nor  to  those  of  us  who  are  battling  the  way  for  a loved  one 
who  is  afflicted  with  catastrophic  illness.  The  same  kind  of 
thinking  is  used  for  so-called  programs  to  assist  the  elderly, 
which  is  a group  to  which  Hannah  and  I also  belong. 

We  use  tax  money  to  provide  jobs  for  healthy  young  people, 
with  little  skill,  to  go  about  and  talk  to  we  oldsters  about 
nutrition  or  recreation  and  call  bingo  games  for  us.  We  know  all 
about  nutrition  or  we  would  not  have  lived  as  long  as  we  have 
and  provided  for  ourselves  for  so  long.  And  as  far  as  bingo  is 
concerned,  it  would  be  more  logical  to  give  the  funds  we  now  pay 
to  the  multitude  of  so-called  therapists  and  self-professed 
do-gooders,  to  us  to  provide  our  own  diversion.  We  don't  need, 
nor  want,  anyone  to  pity  us  or  "sweet  talk"  us.  Give  us  the  funds 
we  are  rightfully  entitled  to  and  we  will  take  care  of  ourselves. 

If  you  check  wit^  others  in  the  situation  and  age  group 
we  are  in,  I think  y^  11  find  that  my  words  pretty  well 
summarize  their  feel  also. 

I know  this  has  been  a lengthy  discourse  and  you,  no  doubt, 
find  my  scribbling  hard  to  decipher,  but  it  comes  from  my  heart 
and  hope  some  good  comes  from  it. 

May  God  Bless. 
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J.  RICHARD  VOGEL,  JR. 

KANSAS  CITY  ASSOCIATION  FOR 

MENTAL  HEALTH  APRIL  19  , 1977’ 


In  my  seven  years  as  Director  of  the  Kansas  City  Association 
for  Mental  Health,  I have  come  to  know  of  the  suffering  of  those 
who  have  mental  illnesses  or  emotional  disturbances  of  a serious 
nature.  But  no  where  is  that  suffering  more  severe  and  prolonged 
as  it  is  in  the  case  of  the  chronically  mentally  ill.  Those 
afflicted  with  such  chronic  mental  illness  are  subject  to  recur- 
rences at  unannounced  and  irregular  intervals  and  experience  not 
only  the  illness  itself  but  the  debilitating  results  of  such 
illness  (e.g.  loss  of  friends,  impaired  social  functioning, 
difficulty  in  finding  or  maintaining  employment  or  even  meaninaful 
activity  without  remuneration.) 

Furthermore  the  victims  of  chronic  mental  illness  face  the  need  for 
adequate  and  affordable  care  during  periods  of  illness;  but  just  as 
important  is  their  need  for  a supportive,  and  sometimes  a protective, 
environment  during  periods  of  remission.  To  illustrate  this  point, 

I have  had  contact  with  at  least  four  families  over  the  past 
several  years  each  of  which  had  a son  or  daughter  who  had  a chronic 
mental  illness  or  who  experienced  serious  periodic  mental  illness. 

These  families  were  above  average  in  terms  of  fincincial  means  and 
intellectual/social  sophistication.  They  had  assumed  an  active 
responsibility  for  their  family  member  by  having  them  live  at  home 
or  by  keeping  in  regular  contact  with  them.  In  each  case  the 
families  were  seeking  one  thing:  "Where  could  their  son  or  daughter 

go  or  how  could  they  be  cared  for  when  the  senior  family  members 
died."  The  fact  is  that  place  or  setting  exists  in  which  such 
persons  with  chronic  mental  illness  can  find  a positive  and  constructive 
environment  which  is  sensitive  to  their  mental  illness . The  faunilies 

with  which  I have  had  contact  were  affluent  enough  to  pay  substantial 
fees  for  am  appropriate  environment.  And  what  of  those  who  do  not 
have  such  financial  resources?  Their  family  members  must  merely  hope 
to  survive. 

Surely,  one  might  think,  the  rising  numbers  of  nursing  homes  and 
boarding  homes  would  include  some  which  would  be  appropriate  to  the 
needs  of  these  persons  with  a chronic  mental  illness.  Again,  this 
is  not  the  case.  Some  homes  provide  fine  nursing  care  or  a pleasant 
environment,  but  few,  if  amy, provides  the  positive  support  and 
rehabilitative  services  which  someone  suffering  from  a chronic  mental 
illness  both  needs  and  from  which  they  could  benefit. 
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The  treatment  of  mental  illness  has  experienced  dramatic  strides  in 
the  past  fifteen  years.  Meuiy  people  can  be  "cured"  quickly.  But 
there  are  still  those  whose  illnesses  we  don't  know  how  to  treat 
effectively.  Their  illnesses  often  extend  over  periods  of  years, 
even  a whole  life  time.  Furthermore,  while  these  people  are  a small 
minority  in  terms  of  the  numbers  of  people  experiencing  mental/ 
emotional  illness,  their  numbers  are  hardly  small.  It  is  these 
persons  who  our  state  mental  hospitals  often  cared  for  in  the  past, 
but  who  now  become  "community  placements"  with  hcurdly  their  basic, 
let  alone  their  rehaJailitative , needs  met. 

So  what  is  to  be  done?  An  all  too  simple,  yet  perhaps  adequate, 
answer  is  to  exeimine  the  needs  of  all  chronically  ill  (excluding 
those  who  need  intense  nursing  home  services)  and  try  in  a concerted 
way  to  coordinate  the  social  cuid  rehabilitative  services  which 
collectively  might  begin  to  meet  those  needs.  It  may  be  totally 
appropriate  to  isolate  illnesses  and  disabilities  for  the  sake  of 
research,  intensive  treatment  and  advocacy  purposes;  but  in  terms  of 
providing  social  rehabilitative  services  to  those  with  chronic  or 
lonct-term  illnesses,  we  might  find  that  our  resources  might  be  used 
in  a more  collciborative  manner.  Perhaps  the  epileptic,  the  retarded, 
the  victim  of  Huntington's  Disease,  and  those  who  suffer  long-term 
or  extended  forms  of  mental  illness  can  be  provided  protective, 
supportive  and  rehabilitative  services  of  the  same  kind  even  though 
their  specific  illnesses  aund  discQjilities  have  historically  isolated 
them  from  each  other  and  from  resources  which  they  could  well  share. 
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VICTOR  VORHEES,  MD 

WICHITA,  KANSAS  MAY  4,  1977 


I have  had  in  my  practice  two  patients  with  Huntington’s  Disease. 

If  it  is  possible  that  Federal  funding  for  research  into  preven- 
tion and/or  treatment  of  Huntington’s  Disease  could  be  provided, 
it  would  appear  to  me  to  be  a wise  and  justified  expenditure  of 
funds . 

In  addition  to  the  two  patients  mentioned,  there  are  at  least 
two  families  within  my  acquaintance  who  are  afflicted  with  this 
illness,  some  of  whom  are  patients  of  partners  of  mine.  If  there 
are  this  many  cases  and  families  afflicted  with  this  illness  within 
my  acquaintance,  it  certainly  must  not  be  very  rare.  Any  atten- 
tion that  can  be  given  to  this  concern  would  be  appreciated. 
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THKO  J.  VOSS 

CITY,  IOWA  APRIL  4,  1977 


I am  enclosing  a diagram  of  our  family  tree  in  order  to 
give  you  an  idea  how  many  people  in  just  one  family  alone  can 
i)«-  directly  or  indirectly  affected  by  the  presence  of  the 
Huntington's  gene.  While  looking  at  it,  please  keep  in  mind 
the  fact  that  it  does  not  show  the  many  in-laws,  such  as  the 
mf)thors,  fathers,  sisters,  or  brothers  of  one  who  has  married 
into  an  H.D.  family.  If  these  were  included  in  the  diagram, 
the  number  would  probably  double. 

It  is  said  we  are  a minority;  true.  But  when  you  take  a 
closer  look,  our  problem  is  bigger  than  it  seems  on  the  surface, 
because  of  the  great  number  of  people  at  risk  whose  minds  and 
lives  are  poisoned  by  the  fear  of  what  the  future  may  bring. 
Should  we  marry?  Should  we  have  children?  Are  we  going  to 
have  to  suffer  through  30  years  of  mental  and  physical  deteriora 
tion  as  we  have  seen  happen  to  our  mothers,  fathers,  aunts, 
uncles,  and/or  grandparents?  These  are  some  of  the  questions 
we  have  to  live  with.  Does  this  "minority"  deserve  some  answers 


(Diagram  is  available  upon  request.] 
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MRS.  THEODORE  J.  VOSS 

SIOUX  CITY,  IOWA  APRIL  20,  1977 


I think  we  need  more  home  care  assistance  for  H.D. 
families.  Is  it  logical  for  the  U.S.  to  support  homes 
for  refugees  throughout  the  world,  yet  send  our  own  chron- 
ically ill  to  nursing  "refugee  centers"  (which  by  the  way, 
are  not  funded  until  all  the  family's  assets  are  exhausted)? 

With  home  care  assistance,  these  people  often  could  be 
reasonably  supported  in  the  homes  they  have  struggled  through- 
out their  healthy  years  to  maintain. 

Without  home  care  assistance,  the  family  becomes  ex- 
hausted, both  mentally  and  physically.  Then  hospitalization 
is  resorted  to.  This  really  costs.  Instead  of  paying  these 
huge  medical  bills,  you  could  drastically  reduce  this  by  pro- 
viding an  attendant,  part-time  helper,  or  money  to  hire  home 
help.  Everyone  would  benefit:  the  patient,  the  family,  the 

insurance  carriers,  the  hospitals,  and  the  community  at  large. 

Some  types  of  home  help  that  Government  agencies  could 
provide  are : 

1.  Visiting  nurses  or  part-time  help; 

2.  Meal  supervisors  and  service; 

3.  Occupational  and  physical  therapy. 

Since  we  are  going  to  have  nursing  homes  anyway,  and 
since  many  foreign  nations  have  informed  the  U.S.  Govern- 
ment that  they  no  longer  want  members  of  the  Peace  Corps 
serving  abroad,  a national  league  of  visitors  and  entertainers 
(L.O.V.E.)  could  be  organized  and  subsidized  at  the  Federal 
level  as  a Peace  Corps  substitute,  to  alleviate  some  of  the 
loneliness  in  the  nursing  homes  during  the  evenings  and  on 
weekends . 

Please  think  about  these  ideas. 

Housewife,  age  41. 

(My  mother  is  dying  of  H.D.) 
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:;A1-LY  VREUGDENHIL 
AKKtJN,  IOWA 


My  name  is  Sally  "Dabbert"  Vreugdenhil.  I am  42  years 
old.  I have  lived  with  H.D.  all  my  life.  My  father  passed 
away  when  he  was  45  years  old. 

I am  sure  it  affected  our  family  life.  It  was  very  hard 
on  my  mother;  she  almost  had  a nervous  breakdown  after  my 
father  passed  away. 

My  two  brothers,  now  38  and  34,  have  been  drinking  most 
of  their  lives  because  they  are  afraid  they  will  have  H.D. 
someday . 

My  youngest  sister  does  have  H.D.  She  is  29  years  old  and 
has  five  children.  I am  sure  it  would  have  helped  our  family 
if  we  could  have  gone  someplace  for  counseling  and  comfort  when 
we  were  all  a family  at  home. 

When  my  father  was  sick  with  H.D.,  they  called  them  crazy 
people  and  they  needed  to  be  put  away.  This  is  so  far  from  the 
truth.  People  with  H.D.  need  love  and  understanding. 

Nursing  homes  and  other  institutions  need  to  be  instructed 
how  to  care  for  H.D.  patients.  Doctors  need  to  be  informed 
about  H.D.  so  they  can  deal  with  the  patient  and  family  also. 

There  is  much  learning  to  be  done.  That  is  what  CCHD  is 
trying  to  do.  But  we  need  all  the  help  we  can  get  from  others. 

Thank  you  for  listening. 
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LAUREN  K.  WELCH,  M.D. 

WICHITA,  KANSAS  MARCH  9,  1977 


I am  writing  about  my  concern  with  patients  with  Hunting- 
ton's disease  and  their  families. 

This  concern  can  in  no  way  be  based  on  frequency  of  the 
disease  inasmuch  as  there  are  only  four  to  five  cases  per  100,000 
people  in  the  United  States,  indicating  perhaps  11,500  cases 
in  the  United  States  of  a total  population  of  230,000,000 
people. 

The  most  important  reasons  for  my  concern  are: 

A.  The  median  age  of  onset  of  35,  right  in  the  produc- 
tive years  of  a person's  life. 

B.  The  chronicity  of  the  disease  issuing  in  long-term 
medical  care  for  the  patient. 

C.  The  tragic,  slow  personal  separation  of  patient  from 
family . 

D.  The  anguish  of  children  of  patients  as  to  whether 
they  are  going  to  be  the  one  out  of  two  likely  to  suffer  the 
same  disease  later  on. 

E.  The  exciting  advances  that  have  been  made  in  the  bio- 
chemistry of  the  extrapyramidal  system  of  the  brain  over  the 
past  ten  to  20  years  (part  of  which  system  is  affected  in 
Huntington's  disease),  kindling  hope  that  new  avenues  of  treat- 
ment are  at  hand. 

F.  The  imperative  for  clear  and  persuasive  genetic 
counseling. 

I hope  for  the  above  reasons  that  Huntington's  disease 
will  be  given  specific  attention  and  priority  among  the  many 
other  diseases  that  we  in  the  health  profession  must  contend 
with . 
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MRS . ROY  H . WELLS 

DKS  MOINES,  IOWA  FEBRUARY  9,  1977 


I am  writing  this  letter  in  reference  of  the  H.D.  Chapter 
I belong  to. 

First  I will  explain  as  best  as  I can  why  I'm  involved. 

In  1936  I married  into  a family  who  now  is  very  much  involved 
in  H.D.  work.  Not  knowing  what  my  dear  mother-in-law's  illness 
was,  I had  her  in  my  home  for  five  years  and  took  as  good  care 
of  her  as  I could. 

Our  doctor  never  told  me  what  she  was  suffering  from.  She 
was  59  years  old.  Then  in  1941  she  passed  away.  A few  years 
later  her  sister  also  passed  away.  She  was  in  her  early  60 's. 

In  1936  I had  a baby  boy,  who  now  is  a young  man  of  40.  This 
is  the  sad  part  of  all  of  this — being  kept  in  the  dark  about  it. 
My  husband  passed  away  at  58  of  H.D.  His  twin  brother  passed 
away  of  H.D.  at  60.  Also,  my  two  brothers-in-law  passed  away 
with  H.D.  This  family  was  wiped  out  completely  and  we  all  stood 
by  helpless  to  do  anything;  only  give  them  good  care.  My  son 
has  two  daughters  who  could  also  get  it. 

Now  I think  it's  time  to  give  help  for  this  terrible  dis- 
ease. We  hope  everyone  who  knows  anything  about  H.D.  will  help 
all  of  us  fight  it. 

As  any  other  mother  who  has  children  by  fathers  who  had 
H.D.  lives  in  fear  of  our  grandchildren  contracting  it,  and  I 
fear  it  in  my  children  and  granchildren.  Please  try  and  help 
combat  this  disease. 

Thank  you  for  your  time  you  take  to  read  this  letter. 


Wichita,  Kansas 


May  10,  1977 


CINDY  WESSLING 

BELOIT,  KANSAS  MAY,  1977 


I was  very  interested  in  information  I received  about 
H.D.  I never  realized  how  dreaded  a disease  it  is,  not  only 
for  the  patient  but  his  family  too. 

I'd  be  very  happy  to  help  in  any  way  I can  to  fight  this 
disease.  I feel  that  we  need  to  bring  the  public's  attention 
to  this  disease  because  very  few  people  have  even  heard  of 
it . 


May  God  have  mercy  on  the  patients  afflicted,  their 
families,  and  those  fighting  to  find  a cure. 
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IJiWRENCE  WHITE 

TIPTON,  KANSAS  MAY  6,  1977 


As  a banker  I feel  that  persons  with  H.D.  should  have 
someone  to  help  them.  We  have  had  several  cases  here  and 
it  puts  the  family  in  bad  shape  when  H.D.  hits  the  bread- 
winner. I do  not  know  what  should  be  done  but  I do  feel 
that  something  more  should  be. 
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MARYLOU  WICKWIRE 

FT.  LEONARD  WOOD,  MISSOURI  APRIL  19,  1977 


My  interest  in  H.D.  is  rooted  in  the  case  of  a dear 
relative.  The  public,  as  well  as  those  directly  affected 
by  H.D. , are  greatly  misinformed.  This  is  caused  in  part 
by  apathy,  incorrect  information  given  to  and  by  professionals, 
and  lack  of  personnel  to  supply  the  public  and  H.D.  families 
with  assistance.  H.D.  families  are  assailed  by  many  conflicts 
and  need  help. 

A clinic  staffed  by  a concerned  professional  counselor 
would  be  an  excellent  solution  to  the  many  social  problems 
caused  by  H.D. 
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CHARLFS  B.  WILKINSON,  M.D. 

KANSAS  CITY,  MISSOURI  MARCH  28,  1977 


The  general  view  taken  by  medical  educators  is  that  Hunt- 
ington's disease  is  a seldom  seen,  hereditary,  terminal  illness. 
Perhaps  the  illness,  due  to  its  current  incurable  status  engen- 
ders sufficient  discomfort  to  allow  the  average  health  profes- 
sional to  dismiss  it  conveniently  in  favor  of  more  prevalent 
and  treatable  entities.  While  this  may  be  a human  response, 
it  has  handicapped  explorations  from  biomedical  and  socio 
emotional  points  of  view.  Considering  present  day  advances, 
it  is  my  strong  impression  that  much  more  can  be  done  with  and 
for  patients  with  Huntington's  disease  and  their  families. 

A much  neglected  area  for  investigation  is  the  severe 
impact  on  families.  A sine  qua  non  for  useful  service  re- 
quires that  it  be  based  on  as  precisely  accurate  information  as 
is  available.  Fully  useful  assistance  cannot  be  offered  to 
family  members  and  the  potential  victim(s)  in  their  midst 
without  such  data,  which  is  presently  sorely  deficient.  Such 
data  is  also  extrapolatable  for  other  chronic  illnesses.  I am 
therefore  urging  that  the  Commission  in  its  report  strongly 
recommend  that  support  be  provided  for  intensive  research 
investigation  into  the  familial  emotional  factors  in  families 
of  Huntington's  disease  patients. 
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FRANKIE  WILLIAMS 

WICHITA,  KANSAS  APRIL  26,  1977 


I've  looked  at  this  sheet  of  paper  for  weeks  trying  to 
begin  a sensible  letter.  I give  up  I I do  not  know  how  to 
make  sense  out  of  ignorance , frustrations , fear  and  no 
known  resource  to  turn  to  that  might  help  me  sort  out  my 
confusion  and  cast  my  energies  in  a constructive  direction. 

Apparently,  I am  the  sibling  of  an  H.D.  victim.  However, 
my  mother  died  at  age  29  of  pneumonia,  so  I was  spared  knowing 
what  may  have  been  a tragic  truth. 

I grew  up  in  the  northeastern  (not  really  grew  up — just 
to  age  11)  hills  of  Oklahoma  where  ignorance  was  a way  of  life. 
My  grandfather,  two  uncles,  and  one  aunt  died  at  Vinita 
because  they  were  "feeble  minded."  It's  amazing  what  one 
learns  to  live  with  when  ignorance  does  not  seek  nor  understand 
what  is  evolving.  Now  I wonder--did  my  grandfather,  uncles, 
and  aunt  have  H.D.? 

Every  time  I was  unable  to  cope  or  became  depressed 
I'd  wonder,  "My  God,  don't  let  me  be  like  my  aunt  I"  Much 
later,  I have  found,  I really  had  reason  to  worry. 

Two  years  ago  my  sister  was  diagnosed  as  an  H.D.  after 
10  to  15  years  of  a tragic  illness  that  we  now  see  as  classic 
H.D.  Had  she  been  diagnosed  in  the  early  stages,  her  five 
children,  her  brothers,  and  sisters  would  have  faced  fear 
and  frustrations  sooner  and  the  story  would  be  far  different 
for  some  involved.  My  sister  died  November  18,  1976  at  age 
49.  No  human  should  have  to  so  live  and  die  I Her  family 
should  not  have  had  to  experience  such  tragedy  made  worse  by 
an  inadequate  husband  and  father.  Her  husband,  for  years, 
thought  she  v/as  devilish  and  would  not  heed  my  pleas  that, 
as  early  as  her  20 's,  showed  symptoms  that  paralleled  my 
aunt . 


Within  months  of  the  first  sister's  (now  deceased)  diag- 
nosis of  H.D.,  a second  sister  was  diagnosed  H.D.  at  age  43. 

I now  learn  her  first  symptoms  started  approximately  age  35 
to  37.  This  sister  is  not  as  advanced  at  age  45  as  the  deceased 
sister  was. 


6-694 


Wichita,  Kansas 


May  10,  1977 


At  the  point  the  deceased  H.D.  sister  was  diagnosed,  I 
was  asked  to  bring  her  to  my  home  in  Wichita.  I have  to 
work,  my  husband  died  one  week  earlier,  so  I was  not  mentally, 
physically  or  financially  able  to  cope  with  a severe  H.D. 
case.  I called  several  care  homes  and  found  the  price  pro- 
hibitive and  two  told  me  the  sister  would  need  24-hour  care 
by  a special  attendant  and  they  could  not  provide  such  care. 

My  two  brothers  and  I grew  up  in  a Methodist  Children's 
Home.  I do  not  know  my  aunts  and  uncles  well  enough  to 
piece  together  any  rational  history.  I am  age  53,  one  bro- 
ther is  age  52,  the  other  brother  is  age  47.  As  near  as  I 
can  tell  we  are  okay. 

But  there  are  times  I wonder — when  depression,  unable  to 
cope,  and  Meniere's  disease  give  ^ trouble. 

But  the  greatest  fear  is  yet  to  be  told--what  about  the 
deceased  H.D.  sister's  five  children?  Each  one  panics  when 
facing  the  reality  of  their  mother  and  inheritance  factor. 
They,  like  my  ancestors,  find  it  easier  to  pretend  it  is  not 
real  and  won't  happen  to  them.  Thus  H.D.  goes  on  devastating 
human  lives. 

My  mother  died  at  age  29  when  I was  8;  my  father  died 
when  I was  11.  I am  the  oldest  of  five  children.  My  two 
brothers  and  I grew  up  in  a children's  home.  The  two  sisters 
were  adopted.  Hence  I am  not  a very  good  family  historian 
due  to  too  many  gaps. 

Also,  I am  finding  I am  unable  to  put  on  paper  what  H.D. 
has  done  to  my  family  with  all  the  tragic  emotional  and  phys- 
ical devastation  it  (H.D.)  commands. 

At  age  53  I am  not  quite  2 years  into  this  known  world 
that  has  a name — Huntington's  disease  I Yet  I have  lived  eons 
with  "feeble-mindedness"  and  the  diseases  of  the  mind  and  body 
has  left  its  mark  on  all  of  us. 

My  brother-in-law  must  fill  you  in  on  the  financial 
and  daily  life  of  an  H.D.  victim  and  family. 

The  doctors  need  to  be  educated. 

I want  to  help  my  family  help  themselves.  I want  to  help 
the  convent  help  my  living  H.D.  sister. 
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I want  to  see  Huntington's  disease  stamped  out  I 

For  now  I want  to  help  those  involved  to  learn  to  cope 
with  v/hat  can't  be  cured  presently. 
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KAREN  WILLIAMS 

TIPTON,  KANSAS  MAY,  1977 


I have  known  Lynnett  for  6 or  7 years  and  I am  very 
interested  in  Huntington's  chorea. 
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WAV A WILSON 

WICHITA,  KANSAS  MAY,  1977 


I hope  that  some  day  the  scientists  will  find  a way  to 
get  rid  of  a lot  of  the  diseases  that  we  have.  One  of  them, 
in  these  cases,  is  the  Huntington's  disease.  And  it  is  not 
very  good.  I hear  that  it  has  been  really  bad  for  the  family 
and  friends.  Maybe  one  of  these  days  it  will  come  true; 
they  will  have  a way  to  get  rid  of  a lot  of  these  diseases, 
especially  the  Huntington's. 
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KELLI  WINDERS 
TIPTON,  KANSAS 


I have  known  Lynnett  for  7 years, 
in  Huntington's  chorea. 


MAY,  1977 


I am  very  interested 
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JEROME  D.  WINKEL 

TIPTON,  KANSAS  MAY,  1977 


I feel  more  research  should  be  done  on  this  terrible 
disease . 
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BEATRICE  A.  WRIGHT 
DEPARTMENT  OF  PSYCHOLOGY 
THE  UNIVERSITY  OF  KANSAS 

LAWRENCE,  KANSAS  MAY  16,  1977 


Knowledge  about  how  best  to  treat  the  deteriorating 
effects  of  Huntington's  disease  requires  the  unrelenting 
efforts  of  basic  and  applied  scientists  in  many  disciplines. 
Knowledge  so  gained  can  be  expected  not  only  to  relieve  the 
burdens  of  families  affected  by  this  disease  but  also  to  pro- 
vide information  pertinent  to  a large  variety  of  other  gene- 
tic and  neurological  disorders.  Work  on  Huntington's  disease 
is  in  its  infancy.  As  uncharted  territory,  it  provides  a 
fertile  field  with  promise  of  high  yields  in  transforming 
unknowns  to  productive  and  wide-ranging  insights. 
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KATHY  YATES 

VALLEY  CENTER,  KANSAS  MAY,  1977 


My  name  is  Kathy  Yates, 
friend  named  Brenda  Schaber. 
ease.  She  tells  me  different 
interested  in  the  disease. 


I'm  13  years  old.  I have  a 
Her  dad  has  Huntington's  dis- 
things  that  go  on . I'm  very 
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i:i,LKN  ZKCKSER 

T(Jl‘KKA,  KANSAS  MARCH  29,  1977 


Where  to  start  telling  of  the  impact  of  H.D.  on  our 
family  is  a good  question. 

My  husband's  mother  had  H.D.  We  knew  before  our  marri- 
age in  1948  that  she  was  ill,  but  did  not  know  what  she  had. 
Approximately  three  months  after  this,  we  took  her  to  K.U. 
Medical  Center,  where  she  was  diagnosed  as  having  H.D.;  but 
the  possibility  of  children  or  future  generations  getting 
the  disease  was  not  explained  to  us . I am  an  R.N.  and  looked 
up  the  disease  in  books  I had,  but  found  only  one  short  para- 
graph that  really  told  nothing. 

At  this  time  my  husband  was  a truck  driver  and  service 
station  attendant.  He  continued  truck  driving  until  1962 
when  he  was  40  years  old.  During  these  years  we  had  five 
children:  four  boys  and  one  girl. 

Also  during  these  years,  my  husband  had  some  back  inju- 
ries and  could  not  lift  the  heavy  cream  cans,  so  would  have 
to  hire  someone  to  work  for  him.  During  these  times  he  con- 
tinued to  drive  a truck  part  time  hauling  gasoline.  In  about 
1960  or  1961  he  apparently  verbally  assaulted  a patron  of  the 
gasoline  hauler,  so  was  fired.  However,  he  told  me  he  quit. 

I found  out  the  circumstances  later  from  his  boss.  At  this 
time  he  seemed  to  be  more  moody  and  harder  to  get  along  with. 

He  did  go  back  to  driving  the  cream  truck  until  October  of 
1962,  when  the  company  he  hauled  for  quit  buying  cream.  On 
Thursday  he  was  told  that  Saturday  would  be  his  last  haul. 

We  had  just  bought  a new  truck,  so  were  quite  deeply  in  debt. 

He  was  pretty  despondent  about  losing  the  job  and  really  didn't 
go  looking  for  any  other  job.  Eventually  the  truck  went  back 
to  the  company  we  bought  it  from,  and,  since  he  had  no  job,  I 
went  to  work.  With  five  children  ranging  in  ages  from  5-12, 
we  had  to  have  some  income.  He  received  some  VA  compensation 
for  injuries  received  in  World  War  II,  but  not  enough  to  keep 
a family  going. 

I worked  at  the  hospital  eight  hours  a night,  took  in  a 
few  ironings,  besides  doing  what  was  necessary  at  home — 
receiving  no  help  whatever  from  him.  He  had  one  short  job 
lasting  about  six  weeks.  Then  tried  selling  Watkins  Products 
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house  to  house,  but  would  not  leave  to  do  this  until  noon. 

He  was  not  selling  enough  to  pay  for  what  he  was  ordering 
from  the  company  and  consequently  was  writing  checks  with 
no  money  in  the  bank. 

At  this  time,  I opened  a separate  checking  account  at 
another  bank  so  that  I would  have  enough  to  pay  bills  and 
keep  things  going.  This  made  my  husband  very  angry. 

The  oldest  boy  worked  and  paid  most  of  his  school  ex- 
penses from  the  time  he  was  12  years  old.  Finally  in  1964 
after  income  tax  time,  my  husband  realized  he  was  losing 
money  on  the  Watkins  business,  so  went  to  work  in  a feed  store 
about  30  miles  from  Topeka.  After  working  there  a few  months 
he  got  a chance  to  work  in  a feed  store  in  Topeka.  After 
about  a year  at  this  place,  he  got  a chance  to  go  to  work  at 
the  Post  Office  as  a janitor,  which  he  did.  For  several  years, 
things  seemed  to  go  along  a little  better.  However,  he  seemed 
to  have  no  concept  of  money  management  and  continued  to  want 
to  buy  things  and  charge  them. 

We  were  also  having  problems  with  the  children,  the  boys 
in  particular.  The  oldest  boy  went  into  the  service  when 
he  was  17,  after  finishing  high  school,  but  not  graduating 
even  though  he  is  above  average  intelligence.  During  time 
in  the  service  he  got  involved  with  drugs  and  had  a few  years 
of  getting  back  to  normal  again. 

The  other  boys  all  got  into  scrapes  with  the  law  and 
things  were  constantly  in  a turmoil  at  home.  During  the 
time  the  younger  boys  were  growing  up,  my  husband  did  not 
take  time  to  do  things  with  them,  but  constantly  wanted  them 
to  do  things  for  him.  Before  they  were  teenagers  they  began 
to  notice  his  driving  was  deteriorating  and  did  not  like  to 
ride  in  the  car  if  he  was  doing  the  driving. 

In  1966-67  my  husband  was  having  trouble  with  his  stom- 
ach. Our  family  doctor  didn't  seem  to  be  helping,  so  I asked 
him  to  refer  him  to  an  internal  medicine  man.  This  doctor 
treated  him  for  a while  but  didn't  really  seem  to  be  helping 
too  much  either,  so  I asked  him  to  check  him  for  Huntington's 
disease.  He  was  hospitalized  and  seen  by  a neurologist  and 
diagnosed  as  having  H.D.  Dr.  Foster  showed  me  the  records 
he  got  from  Menninger  Clinic  saying  that  Roger's  mother  had 
been  there  several  years  before  we  were  married  and  had  been 
diagnosed  at  that  time  as  having  H.D. 
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My  husband's  father  spent  much  time  and  money  taking 
his  wife  to  chiropractors  and  mineral  springs,  and  other 
clinics  trying  to  get  something  to  help  her,  but  to  no  avail. 

Dr.  Schimke  from  K.U.  Medical  Center  came  to  our  house 
luveral  months  after  Roger's  diagnosis  and  took  blood  samples 
from  each  member  of  the  family  for  their  research  in  the 
gcnotic  area.  He  also  talked  to  the  family  some  about  the 
history  of  H.D.  and  the  chances  of  the  children  getting  the 
ii  soase. 


My  husband  continued  working  until  1973  at  the  Post 
Office.  They  were  going  to  let  him  go  before  that,  but  I 
contacted  them  to  let  them  know  of  his  illness.  They  said 
they  would  let  him  stay  on  and  work  with  him  as  long  as  they 
could.  He  was  not  getting  along  with  his  co-workers.  He  was 
again  having  problems  with  his  back  and  was  put  on  disability. 

Some  time  after  this  as  he  was  in  Topeka,  he  had  an 
accident,  not  serious,  but  our  insurance  agent  told  him  that 
he  didn't  think  he  should  be  driving  anymore.  But  he  con- 
tinued to  drive  anyway,  which  made  me  very  anxious.  I 
finally  wrote  to  the  Motor  Vehicle  Department  and  asked  them 
to  check  him  out  on  his  driving.  They  took  his  license, 
which  was  very  hard  on  him  as  he  had  been  driving  for  a living 
for  so  many  years.  It  also  became  increasingly  hard  for  him 
to  do  the  mechanical  work  on  our  cars  as  he  had  always  done. 

He  would  get  partly  done  and  couldn't  finish  and  would  have 
to  have  help--which  was  hard  for  him — to  ask  for  help. 

He  was  very  angry  at  me  when  he  found  out  that  I had 
had  them  check  his  driving.  So,  whenever  he  wanted  to  go 
someplace,  I had  to  take  him.  He  would  not  let  any  of  the 
children  take  him.  I work  the  11-7  shift  and  he  would  wake 
me  or  not  let  me  sleep  many  times,  which  was  hard  for  me 
since  I knew  I had  to  work.  He  continued  to  want  to  be  taken 
to  the  employment  office  daily — about  13  miles  from  our  home 
in  Silver  Lake,  thinking  that  he  would  find  another  job; 
but,  he  was  unable  to  find  anything.  He  also  went  to  a 
chiropractor  two  or  three  times  a week  for  a long  time.  He 
insisted  he  had  a slipped  disc  and  one  time  said  that  God 
had  told  him  that  if  he  had  surgery  on  his  back,  he  would 
be  okay.  I finally  took  him  to  a neurosurgeon  who  told  him 
there  was  nothing  to  operate  on--no  slipped  disc,  and  that  if 
there  was,  he  probably  would  not  risk  doing  surgery  with  his 
condition  of  H.D.;  but,  he  still  insisted  he  had  a slipped 
disc  and  that  the  doctor  didn't  know  what  he  was  talking  about. 
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We  went  to  the  Family  Guidance  Center  for  help.  The 
car  seemed  to  be  important  to  him.  When  we  would  have  some- 
one work  on  it,  they  never  did  it  right  for  him,  so  could 
never  take  it  back  to  the  same  person.  The  counselor  said 
I should  take  over  the  care  of  the  car,  but  when  I did  try, 
he  became  even  more  angry  at  me.  His  reasoning  became  im- 
possible to  live  with. 

He  spent  several  months  at  the  VA  Hospital  and  came  back 
home.  I had  to  have  him  committed  twice  and  this  last  time 
because  I was  afraid  to  stay  with  him.  He  became  violent  at 
times  if  he  couldn't  have  his  way.  This  last  time  it  was 

either  divorce  or  go  back  to  the  hospital.  I did  not  want 

to  divorce  him  so  again  had  him  taken  to  the  VA  Hospital. 

He  would  not  be  able  to  take  care  of  himself. 

At  the  VA  Hospital  he  is  on  a locked  ward.  He  has  been 
very  uncooperative  with  the  help  there,  so  consequently  he 
is  not  allowed  to  do  much  except  watch  TV.  He  kicked  some 
employees,  so  they  took  his  cowboy  boots  from  him.  I feel 

that  they  have  not  worked  with  him  as  much  as  they  could  have 

and  have  not  been  very  understanding  of  my  feelings  for  his 
well  being.  The  doctor  has  treated  me  as  if  I were  a moron 
and  knew  nothing  about  the  disease,  but  since  finding  out 
about  CCHD  and  getting  all  the  information  from  them,  I feel 
that  I know  as  much  as  possible,  but  it  is  really  hard  to  see 
someone  you  love  have  to  go  through, what  he  is  going  through. 

I had  been  visiting  him  three  times  a week  and  each  time 
when  I got  ready  to  leave  he  asked  for  me  to  take  him  home. 
When  1 told  him  that  when  they  felt  he  was  ready  to  go  home, 
okay,  I'd  take  him.  He  would  say,  "Well,  I guess  I'll  have 
to  kill  myself  then."  This  has  gone  on  for  16  months,  and 
that  really  gets  to  a person. 

He  also  speaks  of  some  abuse  from  employees,  but  I don't 
want  to  say  anything  because  I'm  afraid  they  will  take  it  out 
on  him.  The  ward  he  is  on  does  not  allow  smoking.  This  is 
one  of  the  few  things  he  was  still  able  to  do  and  a psychia- 
trist once  told  me  that  we  should  not  take  that  away  from  him. 
There  is  a ward  where  he  could  be  allowed  to  smoke,  but  there 
is  a war  between  the  doctors  on  these  wards  and  his  doctor 
would  probably  not  allow  him  to  be  transferred.  I feel  like 
he  will  not  die  from  smoking  so  why  not  allow  him  to  enjoy 
what  he  can  as  long  as  he  can?  He  no  longer  is  able  to  do  so 
many  things . 
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The  children  do  not  go  out  to  see  their  father  because 
It  hurts  them.  They  do  not  speak  of  him  unless  I ask  them. 
They  all  know  their  chances  of  getting  H.D.  and  so  far,  I 
believe  they  are  in  a stage  of  denial.  Three  of  them  have 
children.  Two  have  said  they  do  not  want  children  because 
of  the  chances  for  them  to  get  H.D. 

So  far,  he  is  the  only  one  in  a family  of  four  who  has 
shown  any  signs  of  H.D. 

Me  has  had  several  cousins  who  have  died  of  the  disease. 

I believe  this  is  possibly  one  of  the  worst  diseases 
there  is  in  this  world.  Hopefully  something  can  be  found  to 
help  persons  who  have  it. 
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ANONYMOUS 

ST.  ANN,  MISSOURI  SEPTEMBER  27,  1976 


My  husband  is  a victim  of  Huntington's  disease.  He  was 
diagnosed  by  doctors  at  the  VA  Hospital  in  September,  1964. 

I took  him  back  and  forth  once  a month  or  every  three  months. 

They  said  he  was  entitled  to  care  in  a VA  Hospital  and  to  make 
sure  he  kept  coming  for  checkups  because  someday  he  would  be 
admitted  for  care.  Things  got  so  bad  at  home;  no  control  over 
his  bowels  or  urine,  he  wouldn't  wash  or  let  me  wash  him.  He 
was  up  all  night;  I was  up,  the  girls  were  up.  They  had  to  go 
to  work  so  things  got  pretty  rough.  Towards  the  last,  I couldn't 
get  him  to  go  to  the  hospital  for  a checkup.  I had  to  call  an 
ambulance  and  have  them  come  in  and  take  him  while  he  was  sleep- 
ing or  after  he  went  to  bed.  It  was  hard,  but  they  managed  to; 
that  was  in  February,  1972.  He's  been  at  the  VA  Hospital  up 
until  last  Friday,  September  17,  when  he  was  moved  to  a nursing 
home.  In  June  of  this  month  the  social  worker  said  I would  have 
to  start  looking  for  a nursing  home  as  they  couldn't  keep  him 
any  longer.  They  said  the  ward  treatment  team  reviewed  his 
complete  medical  and  social  situation  and  it  was  their  decision 
he  could  be  cared  for  in  a community  nursing  home. 

I tried  to  fight  to  get  him  to  stay  there  and  wrote  to 
senators  and  congressmen.  They  in  turn  wrote  to  the  VA,  but 
it  didn't  help.  So  he  was  sent  out  on  a six-month  contract. 

They  pay  for  six  months;  after  that,  what?  I can't  pay  for  a 
nursing  home.  He's  a veteran;  he  deserves  better  treatment. 

He  should  be  able  to  stay  in  a VA  Hospital.  They  have  all  the 
equipment  to  handle  these  types  of  people.  The  nursing  homes 
are  not  all  equipped  as  well  but  they  told  me  at  the  VA  that  the 
home  was  well  aware  of  his  condition.  They  are  supposed  to  send 
people  out  to  investigate  these  homes  before  they  okay  them  for 
veterans.  I don't  think  they  do  a very  good  job.  I believe 
there  should  be  more  investigating  into  places  to  see  that  these 
people,  veterans  or  not,  are  taken  care  of  properly.  They  are 
human;  nobody  would  want  to  be  mistreated.  I believe  the  Govern- 
ment has  a responsibility  to  take  care  of  the  veterans  no  matter 
what  their  condition  is.  There  are  many  in  the  VA  Hospital  who 
could  be  in  a nursing  home.  My  husband  is  confined  to  a wheel- 
chair, can't  walk  or  talk  anymore.  He  needs  total  care . He 
can't  be  cared  for  at  home  because  I can't  lift  him.  It  takes 
at  least  two,  and  sometimes  three. 
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Nursing  home  care  is  expensive.  There  should  be  ways  to 
mako  it  easier  on  the  family.  With  a small  pension  from  his 
place  of  employment.  Social  Security  and  a small  VA  pension. 
It's  hard  for  me  to  keep  our  house.  Things  we  have  worked  for 
for  thirty  years  are  no  longer  really  ours  when  someone  gets 
sick.  They  don't  care  about  the  wife  or  family.  They  have  to 
live  somewhere,  and  it's  not  free.  It  seems  that  he  got  what 
he  needed  while  in  the  VA  Hospital.  Since  he's  been  in  the 
hospital,  I've  been  under  the  doctor's  care. 

So  I would  say  that  doctors  and  social  workers  need  to 
really  know  the  circumstances  of  the  H.D.  patient  before  they 
put  him  out  of  the  hospital  into  a nursing  home.  It's  not  all 
that  great  I All  I can  say  is  that  I'm  taking  the  six  months, 
then  I don't  know  what  will  happen. 

Hope  this  letter  gives  you  a bit  of  what  I've  gone  through 
and  will  help.  I wish  to  remain  anonymous  and  do  not  wish  to 
testify,  but  wanted  to  express  my  side.  Thank  you  so  much. 
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ANONYMOUS 

BELOIT,  KANSAS  APRIL  6,  1977 


I am  one  of  many  concerned  persons  hoping  for  help  for 
the  control  of  H.D. 

At  the  time  of  our  son's  marriage  we  had  never  heard  of 
this  disease.  Now  four  children  later,  the  oldest  is  14,  we 
are  learning  of  the  illness,  the  heartbreak  and  the  hopeless- 
ness that  these  families  must  live  with.  Our  daughter-in-law's 
mother  died  from  H.D.  She  was  from  a family  of  eight  children; 
five  have  been  victims . Three  have  died  and  the  other  two  are 
being  cared  for  in  nursing  homes. 

The  only  thing  that  my  family  can  do  is  to  pray  and  pre- 
pare the  children  for  the  time  when  their  home  may  be  without 
a mother. 

Please  help  us. 
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ANONYMOUS 

SIOUX  CITY,  IOWA  APRIL  15,  1977 


Four  years  ago,  my  mother  had  been  diagnosed  with 
Huntington's  disease.  She  is  61,  and  very  thin  and  de- 
teriorated, living  (?)  in  a nursing  home.  I am  her  oldest 
daughter,  aged  41,  and  married  for  21  years;  my  occupation 
is  housewife,  although  I taught  country  school  for  four  years 
and  did  office  work  for  two  years  before  having  our  first 
child.  Before  we  knew  there  was  H.D.  in  our  family,  we'd 
already  had  our  three  girls.  My  grandmother  had  shot  herself 
before  there  were  any  choreic  movements,  and  before  that  it 
had  been  "covered  up." 

I started  losing  emotional  control  when  I was  quite 
young.  I knew  there  was  something  wrong  with  me,  but  didn't 
know  what.  I thought  I must  be  losing  my  mind.  So,  in  one 
way,  finding  out  about  Huntington's  was  a relief.  But  the 
fact  that  I had  already  given  birth  to  three  children  was, 
and  is,  quite  disturbing  to  me.  For  over  two  years  now,  I 
have  felt  the  movements.  Even  though  they  are  very  slight, 

I cannot  deny  their  presence.  I grow  tired  increasingly  easy. 
Control  of  my  emotions  is  becoming  more  and  more  difficult. 
Anxiety  is  an  almost  constant  problem. 

I am  still  relatively  productive,  but  now  everything 
takes  longer,  and  it  takes  extreme  effort  on  my  part  to  keep 
functioning.  It's  like  being  on  a tread,  and  you  know  that 
it's  inevitable  that  you  are  going  to  fall.  I realize  that 
perhaps  everyone  who  grows  old  will  someday  come  to  this, 
but  should  I feel  this  way  at  age  41? 

No,  I haven't  been  diagnosed  yet.  I don't  believe  I 
am  far  enough  along  for  an  ordinary  neurologist  to  diagnose 
me.  Possibly  someone  like  Dr.  Chase  could;  I say  this  be- 
cause I am  probably  similar  to  what  Betty  Lou  Kruhm  (in  the 
film  about  CCHD)  was  four  years  before  the  film  was  made 
(when  she  was  diagnosed) . I do  know  I don't  want  to  have 
the  painful  air  test,  so  I'll  wait  a little  longer.  I rea- 
lize I have  to  have  proof  before  my  daughters  marry.  My 
oldest  will  be  16  this  fall,  so  the  time  is  running  out. 

These  are  some  of  my  feelings. 
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ANONYMOUS 

TIPTON,  KANSAS  MAY  2,  1977 


I am  writing  this  letter  about  the  disease  of  H.D.  One 
of  my  former  classmates  and  friend  is  in  a family  of  a disease 
of  H.D.  This  is  a dreadful  disease.  He  lives  away  now,  but 
we  are  still  friends.  There  is  a good  chance  that  he  could 
get  this  dreaded  disease.  This  can  be  very  hard  on  the  family 
that  has  this.  Since  you  can't  tell  that  you  have  it  until 
later  in  your  life,  it  could  ruin  it.  It  is  a big  stress  on 
their  family  mentally,  physically,  and  financially.  This  dis- 
ease is  such  a tragedy.  It  is  hard  also  on  their  friends  and 
relatives.  I would  hate  to  have  this  disease  and  in  some  way 
wish  I could  do  more  to  help  than  just  donating  money.  It  costs 
a lot  to  do  research  and  maybe  discover  a cure.  The  outcome 
of  it  affects  your  whole  life.  I'm  16  years  old  and  am  a stu- 
dent. I am  also  female.  This  friend  really  means  a lot  to 
me,  and  I would  hate  to  see  his  life  go  down  the  drain  from  this 
disease.  Thank  you  for  any  help. 
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ATJOflYMOUS 

TITTON,  KANSAS  MAY  2,  1977 


I am  a relative  of  a family  who  has  been  and  still  is 
affected  by  H.D.  I am  very  good  friends  with  them,  too. 

I can  still  see  so  very  clearly  in  my  mind  the  father  of 
this  family  get  worse  and  worse;  and  he  is  now  in  a hospital 
in  very  bad  condition.  The  family  of  six  children  now  is  being 
supported  by  the  mother  alone.  It  has  been  hard  for  the  whole 
family.  Even  though  they  don't  show  a lot  of  their  feelings, 

I know  it  still  hurts  deeply.  So  I am  asking  you  to  please 
help  in  any  way  possible. 

Age:  17 

Occupation:  Student 

Sex:  Female 

PLEASE  help:: 
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ANONYMOUS 

TIPTON,  KANSAS  MAY,  1977 


Please  do  all  you  can  to  help  the  families  of  the  victims 
of  Huntington's  disease. 

The  financial  problems  caused  by  a young  worker  unable 
to  continue  a job  and  support  the  family  (perhaps  conceived  and 
born  before  the  disease  strikes) --or  the  need  for  health  care 
for  many  years  of  an  otherwise  alert  personality,  can  cause  a 
real  financial  burden  on  the  wife/spouse. 

I am  53,  female,  married,  office  worker,  and  a friend  or 
acquaintance  of  a family  which  has  these  problems  as  a result 
of  the  disease. 

I don't  know  how  a woman  clerical  worker  could  ever  support 
an  invalid  husband,  medical  costs,  children's  educations  and  a 
household ...  it  would  take  financial  help. 
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ANONYMOUS 

TIPTON,  KANSAS  MAY,  1977 


I am  writing  to  you  to  help  fight  off  Huntington's 
disease.  I had  a neighbor  who  had  the  disease  and  needed 
a lot  of  care.  He  had  six  children  so  they  all  have  a 50-50 
chance  of  getting  this  disease.  Right  now  he  is  in  failing 
health  and  needs  something  to  take  care  of  him.  So  it  would 
help  100  percent  if  you  could  find  something  to  do  about  this 
disease . 

Thank  you  I 

Age:  15 

Sex : Female 

Occupation:  Student 

Single 
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TIPTON,  KANSAS  MAY,  1977 


I am  writing  so  you  might  do  something  about  Huntington's. 
I know  some  people  who  have  it  and  how  would  you  like  it  if 
one  of  your  kids  have  it? 

14  years  old 
Female 
Single 
Student 
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ANONYMOUS 

WICHITA,  KANSAS  MAY,  1977 


I believe  that  the  state  should  do  something  to  help 
with  the  financial  problems  of  the  families  of  these  people. 
There  should  be  more  study  on  the  disease  to  find  out  what 
can  be  done  to  help.  I think  everybody  should  be  informed 
on  the  disease  and  what  can  be  done  to  help. 
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ANONYMOUS 

BELOIT,  KANSAS  MAY  4,  1977 


I have  dear  friends  v;ho  have  Huntington's  disease. 

I would  like  to  find  a cure  for  this  disease,  as  it  passes 
on  from  generation  to  generation,  and  seeing  anyone  suffer 
from  this  disease  is  heartbreaking.  There  is  no  care  so 
far.  Please  help  these  people. 

I am  71  years  old,  a widow,  and  doing  part-time  work. 

Thank  you. 
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AN\)NYMOUS 

TIPTON,  KANSAS  MAY,  1977 


I feel  that  H.D.  should  be  studied  to  the  fullest,  if 
at  all  possible.  I have  a close  friend  who  has  H.D.  and  I 
can't  understand  why  it  hasn't  been  studied  to  a point  that 
they  can  be  helped. 

They  are  now  having  financial  trouble,  and  the  doctors 
say,  "We  can't  do  anything  else." 

Please  help  getting  this  researched  more. 
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ANONYMOUS 

WICHITA,  KANSAS  APRIL  19,  1977 


This  report  is  made  by  a man,  age  74,  married.  It  con- 
cerns my  wife,  age  69,  who  has  Huntington's  disease. 

A brief  history  of  the  family  background  of  the  patient 
follows.  One  of  five  children  whose  father  had  Huntington's. 
All  five  of  these  children  had  Huntington's.  They  first  showed 
symptoms  from  ages  20  through  47,  with  my  wife  the  last  at  age 
47.  There  was  no  problem  with  diagnosis  since  the  other  mem- 
bers had  it  first.  All  but  my  wife  died  not  later  than  age 
58. 


I will  follow  your  general  outline,  but  give  more  detail 
on  some  items  than  others. 

On  the  "Time  Block,"  series  there  is  a big  difference 
between  the  problems  of  an  H.D.  patient  who  is  the  main  finan- 
cial support  (usually  the  husband)  and  the  other  spouse.  In 
my  case,  since  I was  the  financial  provider,  the  problem  of 
providing  care  was  not  as  difficult  as  would  be  the  case  the 
other  way  around. 

By  the  time  my  wife  first  showed  mild  symptoms,  our  three 
children  and  several  grandchildren  had  been  born.  My  wife 
therefore  had  only  household  duties — although  she  was  very 
active  in  church,  club,  and  civic  work.  She  gradually  gave  up 
all  outside  activities  and  as  she  gradually  became  worse,  we  had 
to  employ  part-time,  then  full-time  day  help.  For  three  years 
we  had  a full-time  live-in  housekeeper-nurse,  and  now  the  last 
three  years  my  wife  has  been  in  a nursing  home.  Both  her  body 
and  her  mind  are  in  a very  deteriorated  condition. 

Under  your  heading  "Medical  Care,"  we  had  no  problems 
except  no  one,  to  my  knowledge,  made  any  explanation  about 
Huntington's  to  the  staff  at  the  nursing  home.  She  is  the  only 
such  patient  there. 

Under  "Care  Setting,"  no  attempt  was  made  to  enter  a 
hospital  and  there  was  no  problem  getting  into  a nursing  home. 

Under  "Financial  Services,"  I want  to  make  my  strongest 
complaint . 
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It  our  family  were  on  welfare,  most — if  not  all — of  our 
yjcmo  care  and  certainly  all  of  the  nursing  home  care  would  be 
paitl  for  by  Medicaid.  Since  we  are  not  destitute  we  receive 
ntjt.  one  penny  from  any  Government  health  program.  From  Blue 
( ro;;s-Rluo  Shield  Major  Medical  Program  we  receive  very  minor 
help  on  drug  costs,  which  are  a very  small  part  of  total  costs. 
The  statement  made  by  both  Medicare  and  Blue  Cross  is  that  no 
payment  will  be  made  for  custodial  care.  Any  H.D.  patient 
in  the  later  stages  requires  custodial  care,  but  usually  not 
hospital  care.  In  the  three  years  that  my  wife  has  been  in 
the  nursing  home,  their  rates  have  increased  50  percent. 

There  is  something  decidedly  wrong  with  the  Government 
that  gives  health  care  to  an  H.D.  patient  that  has  nothing, 
but  gradually  takes  away  all  your  savings  if  you  have  been 
thrifty  enough  to  provide  health  care  until  it  is  all  taken 
away  by  catastrophic  illness  such  as  long-time  H.D.  care. 

We  have  not  asked  for  nor  been  offered  any  rehabilitation, 
therapy,  or  counseling  services.  I do  not  see  how  any,  except 
counseling,  would  do  any  good.  You  can't  rehabilitate  an  H.D. 
patient . 

The  emotional  impact  on  the  entire  family,  myself  and  the 
children,  has  been  terrible.  When  I see  a happy,  healthy  wife 
deteriorate  gradually  to  almost  a vegetable  over  a period  of 
22  years  there  can  be  no  other  result  than  a terrible  emotional 
strain.  Our  children,  two  of  whom  have  children  of  their  own, 
face  the  constant  worry  about  their  own  H.D.  possibilities.  We 
did  not  have  sufficient  information  about  H.D.,  before  our  child- 
ren and  grandchildren  were  born,  to  realize  the  hereditary 
problems . 

My  wife  and  I have  had  a marriage  in  name  only  for  quite 
a number  of  years  because  of  her  condition.  I have  never  even 
considered  divorce  and  have  remained  completely  loyal  in  all 
ways  to  my  wife.  It  has  not  been  easy--as  it  would  not  be  for 
anyone  under  similar  circumstances. 

To  summarize: 

1.  The  National  and  the  Kansas  Chapter  to  Combat  Hunting- 
ton's Disease  have  done  a fine  job  in  recent  years,  with  the 
limited  financial  means  available,  in  the  information  and 
counseling  field.  They  can  probably  continue  to  carry  most  of 
this  burden. 
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2.  The  Federal  Government  should  spend  millions  in 
research  to  find  a cure  for  H.D.  I believe  this  is  not  an 
impossible  goal  if  enough  research  is  done.  The  job  is  too 
big  for  private  financing. 

3.  The  Federal  Government  should  provide  funds  for  the 
care  of  H.D.  patients  who  are  in  such  a condition  that  they 
require  full-time  care  at  home  or  in  a nursing  home  or  hos- 
pital. This  financial  help  should  be  given  the  same  as  Medi- 
care (not  Medicaid)  regardless  of  the  financial  situation  of 
the  H.D.  family--or  on  some  graduated  income  basis,  or  with  a 
maximum  that  the  private  family  should  provide.  Social  Secur- 
ity payments  and  Medicare  payments  are  the  same  regardless  of 
the  income  level  of  the  patient.  Both  require  payments  of  a 
premium  by  the  patient.  Medicare  should  take  care  of  custodial 
care  because  in  the  case  of  an  H.D.  patient  in  the  later  stages 
it  is  impossible  for  such  care  to  be  given  in  the  home  by  the 
family.  H.D. , unlike  many  diseases,  does  not  kill  quickly. 

It  usually  requires  many  years  of  care  with  its  consequent 
long-time  drain  on  family  finances. 
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■fV  l CM  1 t 


A.*M  'NYMonS 

FKiniMMON,  MISSOURI  APRIL  13,  1977 


I’ltic-nt:  Mother,  age  70,  diagnosis  at  age  60. 

.-’.'JM,  age  28:  factory  worker. 

!)au<jhtor , age  38:  office  worker. 

Sen,  age  47:  welder. 

(3  married  children,  7 grandchildren,  1 great-grandchild.) 

Special  problems  associated  with  being  "at  risk"  are 
nervousness  and  getting  upset.  (Constantly  thinking  you 
are  already  getting  it — a little  slip,  dropping  something, 
etc.)  Then  thinking  you  will  be  a burden  to  those  you  love 
and  <jrving  it  to  them.  Also  watching  day  by  day  your  parent 
or  Loved  one  getting  worse  and  worse.  H.D.  families  definitely 
need  help  with  this  physical  and  mental  anxiety. 

Problems  associated  with  the  period  after  the  onset  of 
symptoms  prior  to  diagnosis  are  change  in  personality,  short 
temper,  unusual  actions  and  seemingly  nervous  habits--twitch- 
ing,  movements,  etc. 

The  problems  and  needs  that  are  associated  with  the  period 
during  and  after  diagnosis  is  patient  will  not  accept  that 
they  have  H.D.  In  our  particular  case,  the  doctor  said  she 
was  too  far  along  and  didn't  need  to  be  told  that  she  had  it, 
because  in  the  back  of  her  mind  she  is  hiding  from  it,  and 
won't  accept  it.  This  is  understandable  because  of  the  fact 
of  the  heredity  factor  and  that  there  is  NO  CURE.  Also,  the 
terrible  grotesque  motions  that  go  along  with  it  and  can't 
be  helped.  The  doctor  insisted  that  none  of  the  victim's 
children  should  have  any  children,  if  you  already  have  chil- 
dren, don't  have  any  more.  He  gave  each  of  us  a better  than 
50  percent  chance  of  inheriting  H.D.  Also,  the  family  will 
not  talk  about  the  problems  associated  with  H.D.;  they  hold 
it  inside.  Understanding  and  doctors  who  care  more  could  be 
of  much  help.  Not  so  cold--honest  but  not  so  cold. 

Problems  and  needs  associated  with  the  period  the  victim 
can  remain  at  hoiae  but  needs  increasing  support  is  that  patient 
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needs  more  attention  than  family  can  give--such  as  bathing, 
washing  hair,  patients  are  strong  but  unsteady  on  feet,  etc. 

Getting  residential  care  for  our  parent  will  become  a 
problem  because  of  the  money  involved.  Each  of  us  have 
children  to  raise.  I myself  just  became  a v/idow  left  with 
two  little  boys,  ages  10  and  11  years. 

Problems  associated  with  advanced  and  terminal  stages 
of  H.D.  again  is  the  care  they  will  need  and  the  expense  of 
that  care.  Also  H.D.  victims  should  be  hospitalized  with 
other  H.D.  victims  who  are  mentally  alert  and  not  hospitalized 
with  the  retarded  and  insane. 

The  doctor  did  not  have  a problem  diagnosing  our  mother's 
case  because  she  was  already  at  an  advanced  stage.  However, 
before  he  told  us,  he  did  question  us  about  our  family  back- 
ground and  if  we  knew  what  was  wrong  with  her.  We  said  we 
thought  she  had  H.D.  Then  he  gave  us  his  diagnosis.  I was 
already  a little  involved  with  the  CCHD  organization--Eastern 
Missouri  District--so  we  knew  about  the  disease  and  the  in- 
heritance pattern  before  we  went  to  see  a specialist  in  St. 
Charles,  Missouri. 

We  were  never  given  any  plans  or  arrangements  for  appro- 
priate care  or  services  from  the  doctor,  only  to  come  back 
in  six  months,  he  could  do  nothing  for  her.  He  did  not  explain 
the  special  problems  and  needs  of  the  patient  to  us,  nurses 
or  other  health  professionals  to  my  knowledge.  Neither  did 
any  single  agency  or  person,  social  worker,  nurse,  physician 
take  responsibility  or  arrange  for  us  to  get  the  necessary 
care  and  services.  The  cost  of  this  first  visit  to  the  doctor 
was  $70.00. 

Also,  to  my  knov;ledge , there  is  no  kind  of  home  health 
care  available  without  charge.  The  same  seems  to  be  with 
home  health  aides.  We  definitely  need  some  kind  of  help-- 
desperately . 

My  mother  receives  Social  Security  and  a small  pension 
from  our  father  who  died  when  I was  13  years  old.  This  amount 
is  inadequate.  She  is  now  living  with  one  in  the  family  but 
for  how  long  we  do  not  know.  She  has  no  other  insurance  than 
Medicare  and  Medicaid  which  does  not  pay  enough  for  her  income. 
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Also,  It  seems  when  our  relatives  died  and  other  H.D. 
victims,  that  nothing  is  ever  noted  on  the  death  certificate 
that  they  had  Huntington's  disease;  only  the  final  reason 
f^>r  the  death. 

('.enetic  counseling  given  by  the  doctor  at  the  time  of 
examinati  cm  didn  t tell  us  anything  we  didn't  know.  However, 
It  was  very  upsetting  and  left  us  with  no  hope  at  all.  We 
w<*re  tcjld  that  each  of  us  had  a better  than  50  percent  chance 
of  inheriting  H.D. , "But  not  to  worry  about  it  because  there 
IS  nothing  you  can  do  anyway,  so  you  might  as  well  accept  it." 
(VERY  ENCOURAGING  AND  HELPFUL,  wouldn't  you  say?)  I person- 
al ly  have  had  nightmares  on  the  average  of  every  two  weeks 
since  this  visit  with  the  doctor.  Yet  he  didn't  tell  me  any- 
thinc}  I didn't  already  know.  The  doctor  was  more  concerned 
about  us  not  having  any  more  children.  I have  thought  about 
goincj  to  see  a psychiatrist  because  of  the  nightmares.  How- 
ever, since  then  I have  had  a more  real  one.  I lost  my  hus- 
band in  a tragic  accident--he  was  trying  to  save  someone's 
life  and  lost  his.  I now  feel  like  I have  two  worlds  on  my 
shoulders  instead  of  one  and  no  one  really  to  share  it  with 
as  a husband  and  wife  can.  My  husband  was  such  a help  and 
comfort  to  me  in  this  situation,  which  I needed  very  much. 

My  two  brothers  keep  their  feelings  inside  and  won't  talk 
about  it.  This  doctor  did  not  offer  any  vocational  rehabili- 
tation, physical  rehabilitation  or  occupational  therapy 
services . 

The  main  problem  is  the  impact  of  H.D.  on  our  families 
and  the  psychological  effect,  and  the  hopelessness  of  the 
medical  profession  that  there  is  no  cure  and  the  high  rate 
of  inheriting  it.  You  fear  you  will  get  H.D.  and  pass  it  on 
to  your  own  children.  Then  the  decision  of  having  other 
children--my  younger  brother  and  his  wife  decided  that  they 
should  continue  to  have  their  family  and  so  did  my  oldest 
niece  who  already  had  one  child  when  she  found  out.  The 
younger  niece  was, very  upset  and  doesn't  want  to  be  seen  with 
her  grandmother  in  public  (even  though  she  loves  her  and  feels 
guilty  about  this)  because  people  make  fun  of  H.D.  victims. 

She  feels  hurt  and  embarrassed;  she  is  only  13  years  old.  I 
have  experienced  the  same  thing  myself. 

H.D.  has  had  a definite  emotional  impact  on  each  one  of 
us  in  some  form  or  another.  Mine  is  the  nightmares — the  same 
over  and  over;  my  older  brother  has  a drinking  problem;  and 
my  younger  brother  worries  and  won't  really  talk  about  it. 
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HUNTINGTON'S  DISEASE — can  ruin  your  life.  It  makes  you 
feel  as  though  there  is  no  future  and  no  hope  for  you  or  your 
family.  You  see  yourself  as  your  parent  is  now.  It  is  a 
complete  physical  and  financial  disaster.  You  watch  and  see 
the  effect  and  it  hurts.  It  doesn't  directly  kill  you.  It 
destroys  you  physically  and  completely  first.  Don't  just 
take  notes;  live  a few  days  with  one  of  these  families  and 
then  see  and  understand. 

H.D.  families  need  help--ashamed , afraid,  and  sometimes 
too  proud  to  ask--but  we  need  help  for  our  generation,  our 
children's  generation  and  theirs. 

None  of  my  other  relatives  involved  with  this  problem 
will  do  anything.  They  seem  to  be  hiding  from  it  and  won't 
face  up  to  it,  almost  as  though  they  are  ashamed.  I have 
relatives  with  H.D.  problems  in  Arizona,  Georgia,  Illinois, 
and  St.  Louis. 

Thank  you. 
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AN  'NVVMfS 

MISSOURI 


APRIL  25,  1977 


M.y  husband  died  in  1972  at  the  age  of  49  with  H.D. — he 
' • ' hi  ;h  school  teacher.  We  have  two  sons. 

^ Special  Problems  and  Recommendations  with  Being 

^ Q ^ H.D.  When  we  finally  found  out  my  husband  had 
H.n.,  t.'i.-  doc'tor  advised  that  I tell  our  two  sons,  14  and  16 
y.-.iis  old  at  the  time,  about  the  disease  and  how  they  had  a 
'-hance  of  getting  it.  I could  not  do  this.  I waited 
unt 1 1 my  oldest  son  graduated  from  college  and  was  ready  to 
a i ob  out  of  town  then  I told  him  and  he  took  it  very 
budly.  Then  he  told  his  brother. 

Both  of  the  boys  have  girl  friends,  but  neither  are 
t*nga.jed  or  talk  of  marriage — they  are  24  and  26  now.  I know 
It's  because  of  H.D.  They  both  said  they'd  never  have  children. 

We  don't  tell  anyone  what  my  husband  had.  We  feel 
if  Wf  do,  the  boys  would  be  watched  for  the  same  telltale 
signs  of  getting  the  disease.  I want  them  to  lead  a normal 
life  as  long  as  possible. 

I have  told  the  wife  of  one  of  my  husband's  uncles 
all  about  it  because  her  husband  has  it  too,  and  as  his  rela- 
tives are  scattered  over  the  country  and  we  have  no  contact 
with  them.  It  is  not  known  how  many  of  them  have  it  also. 

It  is  very  difficult  to  tell  an  unsuspecting  member 
of  the  family  that  he  or  his  children  have  a 50/50  chance  of 
getting  such  a terrible  disease. 

As  far  as  recommendations,  maybe  that's  what  we  need — 
help  in  knowing  how  to  handle  these  problems. 

2 . Problems  and  Needs  When  Residential  Care  Becomes 
Necessary . It  was  difficult  to  find  someone  to  talk  to  about 
home  care  or  nursing  homes  or  just  what  to  do,  and  how  to  get 
the  patient  to  agree  to  go.  The  cost  is  another  problem.  We 
were  fortunate  that  my  husband  was  a veteran — these  benefits 
together  with  the  Social  Security  Disability  benefits  would 
have  pretty  much  paid  for  the  nursing  home  at  that  time. 

However,  were  he  not  a veteran--it  would  have  been  a real 
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hardship.  My  husband's  doctor  did  not  help  one  bit  in  finding 
us  a place  to  go  or  advising  any  nursing  home  personnel  about 

H. D.  patient  care.  Barnes  Hospital  social  worker  gave  us 
names  of  several  nursing  homes  they  knew  people  had  stayed 
at  and  were  well  run. 

3.  Problems  and  Needs  When  Patient  Can  Remain  at  Home 
But  Needs  Increasing  Support.  Althougn  my  husband  was  always 
a very  kind  person  and  never  complained,  he  became  very  stub- 
born when  he  had  H.D.,  like  turning  the  TV  off  when  he  decided 
it  was  time  to  do  so,  or  the  heat  down  or  the  air  conditioner 
off — it's  often  difficult  for  the  rest  of  the  family  to  cope. 

There  came  a time  when  he  fell  a lot,  had  difficulty 
swallowing  food — it  had  to  be  chopped  finely  and  fed  to  him. 
There  were  many  other  problems  of  patient's  behavior  which 
required  much  patience  on  the  part  of  the  family  and  it  was 
difficult  explaining  to  the  children. 

It  would  be  good  if  there  were  some  place  one  could 
go  to  talk  over  the  special  problems  of  H.D.  patient  care 
and  best  way  to  handle  them. 

I.  Medical  Care 


1.  Diagnosis  - Our  family  doctor  at  first  said  my  husband 
probably  had  a certain  fever  he  got  in  the  Army  in  World  War 
II.  After  treating  him  for  about  a year,  he  decided  he  had 
a nerve  disease — probably  multiple  sclerosis — and  he  said  there 
wasn't  anything  else  he  could  do.  We  insisted  on  a specialist 
and  he  referred  us  to  a nerve  specialist/psychiatrist,  who 
treated  him  for  the  next  10  years  for  an  "anxiety  neurosis." 

I kept  telling  this  doctor  it  was  physical,  but  he  didn't  agree. 
Both  of  these  doctors  are  highly  respected  and  one  is  still  on 
the  staff  of  a large  hospital  here  in  St.  Louis.  Each  of  them 
hospitalized  my  husband  at  different  times  for  a series  of 
tests,  but  found  nothing  wrong  with  him. 

It  was  only  after  my  husband  could  no  longer  teach  that 
I brought  him  to  the  clinic  at  Barnes  Hospital,  and  there, 
after  extensive  tests  (to  no  avail) , the  young  doctors  checked 
the  records  at  the  state  hospital  where  my  husband's  father 
had  been  and  found  he  had  had  H.D. 

At  Barnes  we  were  told  about  the  disease  and  that  our 
children  had  a 50-50  chance  of  getting  it. 


6-728 


Wichita,  Kansas 


May  10,  1977 


2.  Medical  Care  - My  husband's  neurologist  did  nothing 
to  help  us  find  a nursing  home  or  recommend  home  care,  etc. 

I found  one  on  my  own. 

1 1 . Financial  Services  and  Support 

1.  When  my  husband  had  to  quit  teaching,  he  had  a most 
difficult  time  finding  work — could  only  find  work  a week  at 
a time  as  insurance  salesman,  helper  in  a plant  nursery.  Fuller 
brush  salesman,  Watkins  Products  salesman — each  lasted  only  a 
week  or  two.  H.D.  had  made  him  so  uncoordinated,  it  was  diffi- 
cult for  him  to  do  anything  with  his  hands.  Walking  also  was 
difficult.  He  was  very  determined  and  didn't  consider  himself 
disabled.  Finally,  I took  him  to  the  Rehabilitation  Center 
where  they  decided  there  was  nothing  he  could  do  and  a doctor 
there  proclaimed  him  totally  disabled;  and  he  then  received 
Social  Security  Disability  payments.  He  didn't  apply  for  this 
until  7 years  after  he  left  teaching.  I had  gotten  a job  as 
a secretary  and  my  mother-in-law  lived  with  us  and  took  care 
of  the  children  while  I worked. 

The  children  were  lucky  to  get  part  scholarships  and  worked 
after  school  and  summers  from  their  early  teens. 

The  most  important  thing  to  be  done  is  RESEARCH  to  find 
what  causes  it  and  if  there  is  a cure  or  some  way  to  make 
things  a little  easier  for  the  patient  and  family. 

The  number  of  people  who  have  the  disease  or  who  are 
"at  risk"  are  so  many  times  greater  than  suspected.  In  our 
own  case,  we  don't  even  know  all  the  relatives  who  might  have 
it  or  might  get  it. 

The  reason  I'm  sending  this  anonymously  is  because  I do 
not  want  to  hurt  my  children's  chances  of  obtaining  or  keeping 
their  jobs.  After  all,  a 50  percent  chance  of  getting  the 
disease  in  your  30 ' s or  40 's  is  not  too  great  a prospect  for 
an  employer  to  look  for  in  an  employee. 
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PENOKEE,  KANSAS  MARCH  9,  1977 


Our  grandson  was  13  in  July  when  he  went  to  the  Institute 
in  Topeka.  He  weighed  143  pounds  at  the  time.  He  grew  to  be 
6 feet  tall.  He  passed  away  January  22,  1977,  weighing  scarcely 
100  pounds.  He  was  17  years  old  July  18.  At  the  Institute 
they  wanted  to  operate  on  him  and  put  a tube  to  feed  him  directly 
into  his  stomach.  They  had  called  his  mom  for  permission  to 
do  this.  Instead  she  drove  down  to  Topeka.  She  took  one 
look  at  him  and  said,  "No,  he  would  never  come  off  of  the 
operating  table  alive."  The  Veterans  Hospital  in  Ft.  Lyon, 
Colorado,  did  to  his  dad,  Robert  Griffin,  as  they  at  Topeka 
wanted  to  do  to  Russell,  his  son. 

It's  going  on  8 years  since  he  went  out  there.  They  put 
a feeding  tube  in  him.  He  will  be  46  on  June  2.  Just  alive 
and  that's  about  all.  He  knows  no  one.  Russell  was  brought 
home,  fed,  and  cared  for  until  he  got  convulsions  and  passed 
away.  But  he  was  happy,  and  he  knew  all  of  us  up  until  he 
passed  away--his  mom,  four  brothers  and  (we)  his  grandparents. 

So  he  went  to  see  Jesus  knowing  he  was  loved.  I wrote  to  him 
every  month  and  sent  him  pictures  of  the  relatives.  He  knew 
them  and  could  have  them.  I sent  him  sport  magazines.  He  was 
a ball  sports  fan,  and  I sent  him  crayons  and  color  books;  but 
he  got  so  he  couldn't  use  them.  He  had  a special  chair,  his 
name  on  it,  his  picture  and  us  his  only  grandparents.  Doctor 
says  Bob  could  live  and  lay  there  for  years  to  come,  but  for  a 
heart  attack  or  pneumonia.  Russell  lived  by  his  church  belief 
as  a Catholic.  He  sure  was  a loveable  boy,  loved  to  share  with 
others.  Now  we  think  his  13-year-old  brother  is  going  just 
like  our  darling  Rusty  did.  Sure  hate  to  give  them  up. 


6-730 


W 1 rh 1 1 a , Kansas 


May  10,  1977 


/VJorJYMOUS 

MATFIKLD  GREEN,  KANSAS  MAY  21,  1977 


I am  a Licensed  Practical  Nurse  working  at  a nursing 
homf.  Also  my  daughter-in-law's  mother  is  in  the  home  with 
Huntington's  disease  at  the  age  of  58  years  old.  My  daugh- 
ter-in-law has  three  little  girls,  10,  6,  and  3 years  old,  so 
you  might  say  I'm  directly  involved  or  should  say,  my  son 
and  family  are. 

My  age  is  52  years  old,  and  a woman  and  would  rather  my 
name  not  be  published  as  I'll  be  talking  from  a nurse's  view- 
point also.  This  family  is  one  that  would  rather  this  dis- 
ease not  be  known  but  since  the  mother  has  been  put  in  the  home 
it  is  public  in  a town  of  about  600.  I have  been  away  from 
this  town  5 years  and  didn't  know  of  the  symptoms  of  this 
mother  until  a year  ago  last  September  when  my  daughter-in-law 
told  me  that  it  was  in  the  family.  Her  mother  is  the  eighth  out 
of  nine  children  that  has  the  disease,  but  my  daughter-in-law 
didn't  know  anything  of  the  disease  nor  that  it  was  hereditary. 
So  in  December  of  that  year  they  took  her  mother  to  Wichita, 
Kansas  where  they  found  out  that  she  had  the  disease.  At  that 
time  she  could  not  walk,  hardly  talk  and  her  bowels  and  kidneys 
were  incontinent;  so  they  put  her  in  the  home.  May  of  that  year 
the  father  had  a coronary  and  died  within  2 days.  He  had  not 
been  ill  at  all.  He  had  left  the  160  acres  that  they  own  to 
his  wife  and  it  cannot  be  sold  until  she  dies.  So,  the  only 
financial  help  they  have  is  one-fourth  of  his  Social  Security 
which  is  $122.00  a month.  She  is  unable  to  get  any  disability 
insurance  under  Social  Security  or  Medicare  on  account  of  her 
age.  She  does  not  have ' any  hospitalization  of  any  kind.  She 
can  get  help  if  her  bank  account  goes  below  $1,500.00,  so  her 
only  income  is  from  her  crops  from  the  160  acres  and  when  they 
sell  the  old  machinery  that  they  had.  Right  now  she  is  on 
two  medications,  her  room  is  $410.00  a month,  her  clothing, 
and  she  is  quite  a heavy  smoker  (which  she  has  been  for  many 
years) . 


One  of  the  special  problems  of  this  disease  is  that  the 
children  of  this  mother  did  not  know  of  heredity,  and  there 
are  4 children  and  they  all  have  children. 

The  effects  on  the  children  was  a horrible  shock,  terrible 
fear  of  they  themselves  and  their  children  in  getting  H.D.  In 
fact,  after  18  months  my  daughter-in-law,  which  is  31,  stated 
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she  is  just  now  getting  adjusted  that  she  must  let  her  children 
know  of  the  disease  so  they  won't  be  coming  up  with  the  same 
ordeal  that  she  has  had  to  go  through.  Hopefully  that  they 
won't  get  H.D.  Had  she  known  more  of  the  disease  they  could 
have  made  up  their  own  choice  in  raising  a family.  So  there 
is  guilt.  They  feel  they  had  been  deprived  in  not  knowing 
from  their  parents. 

At  this  time  the  mother  is  going  through  a period  of  being 
more  mentally  alert.  She  is  walking  on  her  own  but  is  very 
unsure  in  her  walking.  She  has  fell  twice  this  last  month 
and  bruised  her  face  up  pretty  badly.  The  children  would 
rather  have  her  walk  and  fall  as  she  rejects  the  geri  chair  so 
much  but  they  face  the  possibility  of  her  breaking  bones  and 
being  hospitalized  or  bedfast.  Then  she  would  have  to  go 
through  much  pain  and  expense.  Her  daughter  visits  her  a lot. 
Tv/o  of  the  sons  don't  visit,  that  live  near  as  they  should. 

It  is  not  in  lack  of  love  but  they  cannot  accept  their  mother's 
condition.  My  daughter-in-law  takes  her  out  a day  at  a time 
with  close  supervision  as  she  has  fell  at  her  home  by  getting 
up  off  of  a chair  when  not  being  watched. 

This  mother  does  not  like  to  watch  TV,  read  or  make  con- 
versation; only  answers  your  questions.  She  constantly  asks 
for  a cigarette  within  5 minutes  apart.  Which  we  have  tried 
to  make  her  wait  30  minutes;  then  she  is  crying  and  gets  real 
belligerent . 

The  children  of  this  mother  would  like  to  know  more  of 
what  research  is  being  done.  If  any  in  the  near  future  that 
may  help  this  disease  physically.  A son  and  daughter  in  Colo- 
rado are  in  touch  with  H.D.  meetings  as  much  as  they  can  be. 

As  a nurse  I would  like  to  have  more  knowledge  what  and 
how  to  care  for  these  H.D.  patients  when  they  get  to  the 
latter  stage  and  cannot  converse  with  you  at  all.  As  they 
will  be  a total  care  physically  and  mentally.  There  is  not 
enough  on  how  to  care  for  these  patients;  and  I've  tried  to 
read  all  I can. 

Also  this  disease  should  be  known  more,  to  the  public 
although  you  may  not  have  a member  of  your  family  or  friend 
that  has  it,  but  you  never  know  when  your  son  or  daughter,  or 
even  grandchildren  may  marry  a person  that  has  it  in  their 
family.  As  I am  I'm  involved  by  not  knowing  what  my  daughter- 
in-law  and  grandchildrens'  future.  Which  can  be  of  any  other 
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illness.  What  I'm  trying  to  get  across  is  a lot  of  people 
don't  even  know  what  H.D.  is.  It  is  not  publicized  enough. 
Where  everyone  knows  when  you  talk  about  CVA,  cancer,  and 
heart  disease. 

Thank  you  for  your  time. 

I hope  this  letter  will  help  to  make  it  more  knowledge- 
able for  the  people  and  help  out  financially. 
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ANONYMOUS 

WICHITA,  KANSAS  MAY, 


I feel  we  should  be  granted  money  to  combat 
disease  because  of  the  financial  troubles  on  the 
also  because  of  the  emotional  stress.  I work  in 
facility  so  I've  seen  what  can  happen. 


1977 


Huntington ' s 
f amilies-- 
a medical 
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A.\'  )r;vv.'  >rs 

rtl'-HirA,  KANSAS 


I ITT.  55  years  old,  female,  married  and  a housewife. 

I was  a neighbor  of  a family  who  has  suffered  from 
H.IK  (Huntington's  disease)  and  my  dad  played  cards  with 
this  poor  H.D.  victim  until  he  no  longer  could  hold  cards 
in  his  hands  nor  sit  still  to  play  cards,  as  bad  as  he  wanted 
r<i.  I also  was  a neighbor  later  on  in  life  when  his  daughter 
^ red  from  H.D. --died  at  an  early  age,  and  she  had  a sister 
ied  of  it,  as  well  as  three  brothers  suffering  from  it 
n«>w.  Sure  something  needs  to  be  done.  These  children  will 
marry  and  pass  on  the  disease.  Give  them  aid.  Please. 
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ANONYMOUS 

FERGUSON,  MISSOURI  APRIL  18,  1977 


Patient 
Male 
Age  6 3 

Retired;  disability  due 
to  diagnosis  at  age  55. 

Four  married  children-- 
1 single  adult  child, 

20  years,  and  7 grand- 
children. 


Spouse 
Female 
Age  59 

Cannot  work  due  to  fact 
husband  cannot  be  left 
alone  to  care  for  him- 
self. Also  unable  to 
work  due  to  age,  health, 
and  limited  education. 


1 .  Special  Problems  and  Recommendations  Associated  with 
being  at  "risk" : 

Children  nervous  and  upset  (causes  family  problems, 
afraid  they  will  get  H.D.  and  pass  to  their  children; 
single  child  afraid  to  date  or  get  married) . 

H.D.  families  need  help  to  cope  with  all  these  pro- 
blems . 


2.  Problems  and  Needs  Associated  with  the  Period  after 
Onset  of  Symptoms  Prior  to  Diagnosis: 

Quick  temper,  violent  at  times,  hard  to  understand 
and  cooperate.  Patient  refuses  to  see  a doctor; 
will  not  accept  that  something  is  really  wrong. 

3.  Problems  and  Needs  Associated  with  the  Period  During 
and  After  Diagnosis: 


Patient  won't  believe  or  accept  diagnosis,  which  under 
the  conditions  is  understandable . NO  CURE.  Worrying 
about  your  children  and  the  children  worrying  about 
getting  H.D.  and  passing  it  to  their  children.  Our 
married  daughter's  mother-in-law  insisted  she  see  a 
doctor  and  be  diagnosed.  The  doctor  told  her  and  her 
husband  not  to  have  any  more  children.  She  was  20 
years  old  at  the  time  and  the  doctor  had  her  convinced 
she  had  H.D.;  however,  at  that  time  she  didn't  and  to 
date  does  not  have  any  of  the  symptoms.  Also,  family 
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will  not  talk  about  H.D.  and  the  problems.  Perhaps 
others  with  the  same  problem  could  possibly  be  of 
help  to  the  family. 

^’roblems  and  Needs  Associated  with  the  Period  During 
•■•hich  the  Patient  can  Remain  at  Home  but  Needs  Increasing 
Support : 

Patient  needs  more  attention  than  I can  physically 
or  medically  give  him,  such  as  bathing,  toilet  pro- 
blems, and  feeding  problems,  to  mention  a few. 

5.  Problems  and  Needs  Associated  with  the  Time  When 
Residential  Care  Becomes  Necessary: 

Money  and  getting  oneself  back  on  track. 

6 . Problems  and  Needs  Associated  with  Advanced  and  Termi- 
nal Stages  of  H.D.: 

The  care  they  need  and  the  expense  of  that  care. 

That  they  don't  get  locked  up  with  the  insane. 

MEDICAL  CARE 

My  husband's  employer  referred  him  to  hospital  and  from 
there  had  different  doctors  examine  him  until  they  found  someone 
who  was  a specialist  or  diagnosed  it  as  H.D. 

They  had  problems  diagnosing  it  as  H.D.  promptly.  At  first 
thought  he  had  Parkinson's  disease,  but  they  dug  back  into  family 
background  and  family  history  to  get  actual  diagnosis.  After 
the  diagnosis  they  did  give  us  accurate  information  about  the 
disease  and  the  inheritance  pattern — St.  John's  Mercy  Hospital 
in  St.  Louis,  Missouri. 

We  were  never  given  any  plan  or  arrangements  for  appropriate 
care  or  services.  To  my  knowledge  they  did  not  explain  the  spe- 
cial problems  and  needs  of  H.D.  patients  to  nurses  or  other 
health  professionals.  Neither  did  any  single  agency  or  person, 
social  worker,  nurse,  physician  take  responsibility  or  arrange 
for  us  to  get  necessary  care  and  services. 

CARE  SETTING 


To  my  knowledge,  the  hospitals  were  unable  to  provide  suit- 
able care  and  treatment.  We  have  not  tried  to  put  patient  in 
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nursing  home  at  this  time  because  of  financial  problems  and 
I am  still  trying  to  care  for  him  at  home.  On  occasions  he  has 
had  to  be  hospitalized  due  to  medical  conditions,  violence, 
change  in  medication,  etc. 

To  my  knowledge  there  is  no  kind  of  home  health  care 
available  without  charge.  The  same  seems  to  be  true  with  home- 
maker services,  respite  care,  and  home  health  aides.  We 
definitely  need  some  kind  of  help — desperately. 

FINANCIAL  SERVICES  AND  SUPPORT 

My  husband  (patient)  qualifies,  for  disability  insurance 
under  Social  Security  but  the  monthly  payments  are  not  adequate. 
I (wife)  am  unable  to  receive  Social  Security  even  though  I 
must  stay  home  to  care  for  patient.  We  received  Social  Secur- 
ity for  daughter  until  she  turned  18  years  and  after  she  was  18 
we  received  only  Social  Security  for  patient.  SSI  paid  about 
80%  of  hospital  but  none  for  doctor. 

Medicare  benefits  only  paid  for  medicine  when  husband  was 
in  state  hospital  but  not  at  home.  There  is  no  state  vocational 
rehabilitation  benefits  that  I am  aware  of.  Seems  as  though 
Medicaid  programs  pay  little  or  nothing--unless  I am  doing  some- 
thing wrong.  Medicare  paid  about  80%  of  hospital  only  and 
Medicaid  paid  for  medicine  while  patient  in  hospital. 

Our  group  insurance  from  patient's  job  (retired  disability) 
will  pay  only  up  to  $2,000  because  he  is  not  an  employee  any 
longer.  It  seems  that  after  158  days  in  an  institution,  that 
is  the  end  of  the  health  coverage--such  is  my  understanding. 

As  a wife  I am  unable  to  work  because  of  my  education,  age, 
health  problems  and  the  need  to  stay  with  my  husband  who  needs 
almost  constant  care  and  watching.  With  cost  of  living,  taxes, 
etc.,  I have  a hard  time  making  ends  meet--that's  putting  it 
mildly . 

GENETIC  COUNSELING 

Genetic  counseling  was  given  by  our  physician  at  time  of 
diagnosis.  It  was  not  the  best  in  that  it  was  very  upsetting 
and  very  disheartening  and  with  no  hope.  We  were  told  that 
each  of  our  children  had  a better  than  50  percent  chance  of 
having  H.D.  There  are  three  sons  and  two  daughters,  all  of 
whom  are  married  with  children  before  the  diagnosis  with  the 
exception  of  one  daughter  unmarried,  age  20  years. 
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I ' SYCHO- SOCIAL  PROBLEMS 

We  were  not  offered  any  vocational  rehabilitation,  physi- 
m1  rehabilitation  or  occupational  therapy  services. 

'I'hc  main  problem  associated  with  the  impact  of  H.D.  on 
the  tamily  is  the  psychological  effect,  and  the  hopelessness 
that  there  is  no  cure  and  the  high  rate  of  inheriting  it. 

'Hk-  effect  on  marriage  is  the  fear  you  will  get  it  and  pass 
It  on  to  your  children.  Also  the  decision  if  you  should  have 
any  more  children  as  you  would  have  planned  had  H.D.  not  entered 
the  picture. 

As  far  as  employment,  I feel  it  has  hindered  my  youngest 
daughter  in  getting  a job. 

It  also  has  a personal  and  social  relationship  effect 
because  people  seem  to  stay  away  and  don't  care  to  come  around-- 
iru:luding  friends  and  relatives.  It  also  hinders  the  youngest 
daughter  from  dating  and  looking  forward  to  getting  married. 

We  have  received  no  counseling  services  to  aid  in  coping 
with  the  personal  and  family  stress  associated  with  the  dis- 
ease, and  have  not  been  referred  for  counseling.  We  can't 
afford  to  pay  for  counseling  so  have  not  tried  to  seek  private 
counseling . 

H.D.  has  an  emotional  impact  on  each  child,  disturbance, 
alcoholism  and  some  social  ostracism. 

OTHER  PROBLEMS 


Huntington's  disease  ruins  your  life — there  is  no  future 
for  husband  or  wife — it  is  like  having  a mate  who  is  almost 
like  dead  but  here  and  suffering  and  nothing  in  the  world  can 
be  done  to  help  him.  I have  lost  my  provider,  mate  and  hus- 
band. It  is  a complete  financial  disaster.  You  watch  and  see 
the  effect  on  your  children  and  the  effect  it  has  had  on  them 
and  their  families. 

I can't  express  my  entire  feelings  in  writing  but  really 
what  more  can  be  said?  HELP,  PLEASE. 

Perhaps  all  one  has  to  do  is  to  spend  one  week  with  an 
H.D.  family  such  as  mine,  then  perhaps  the  reality  of  H.D. 
will  be  realized. 
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ANONYMOUS 

TIPTON,  KANSAS  APRIL  18,  1977 


We  are  friends  and  cousins  of  a couple,  the  husband, 

47,  having  Huntington's  disease.  He  was  also  my  neighbor 
living  on  the  farm  close  to  ours.  His  dad  had  Huntington's 
disease  and  died.  So  also  have  his  two  sisters  had  the  dis- 
ease and  died  and  one  brother  had  it  and  died;  and  one  brother 
is  in  a veterans  hospital  and  in  the  last  stages.  Our  friend 
is  in  a rest  home  himself  now  v;hile  his  wife  is  trying  to 
finish  raising  the  family  of  six  children  and  making  enough 
to  supplement  his  retirement  benefits.  He  was  able  to  work 
20  years  before  the  disease  began  to  affect  his  capabilities 
to  carry  on  his  job. 

It  is  very  hard  to  describe  the  feeling  you  have  watch- 
ing someone  close  to  you  with  a disease  that's  fatal  but  not 
knowing  how  many  years  you  will  be  unable  to  live  with  your 
family . 

Certainly  something  has  to  be  done  to  promote  or  assist 
in  research  to  find  a cure  or  some  medication  for  this  dis- 
ease . 


With  a child's  chance  of  their  being  a 50-50  chance  of 
getting  the  disease  the  only  way  to  stop  carrying  on  the 
disease  is  not  to  have  children  when  and  if  you  marry. 
Naturally  there  are  social  problems  as  they  get  older  because 
of  the  hereditary  factor. 

Sure  you  or  I could  get  cancer  but  at  least  there  are 
some  chances  with  surgery  or  chemotherapy  or  it  would  not 
last  from  5 to  20  years  before  you  died. 

Please  help  or  do  all  you  can  to  help  the  victims  and/or 
their  families. 
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THE  EFFECTS  OF  H.D.  ON  THE  FAMILY  OF  THE  VICTIM 

I am  a 36-year-old  divorced  woman,  working  as  a secre- 
tary. My  observations  are  those  of  a sister-in-law  of  a 
victim  of  H.D.  The  victim,  my  sister's  husband,  is  47  years 
old.  Me  began  noticing  the  symptoms  of  H.D,  about  12  years 
ago.  He  is  the  fifth  victim  of  H.D.  in  a family  of  eight 
chidren.  They  inherited  this  from  their  father. 

Since  other  members  of  his  family  exhibited  symptoms  of 
the  disease  much  earlier,  it  was  believed  that  he  had  escaped 
it.  He  and  my  sister  had  six  children  before  the  symptoms 
were  noticeable.  About  two  years  ago,  doctors  told  my  sister 
that  she  should  have  her  husband  hospitalized,  because  it  was 
unsafe  for  him  to  be  at  home  alone  any  longer.  There  was  no 
one  who  could  stay  home  and  take  care  of  him.  He  had  had  to 
resign  from  his  job  over  a year  earlier  and  she  had  to  go  to 
work  to  help  support  the  family.  There  was  no  way  she  could 
afford  a private  nursing  home,  so  he  entered  a VA  hospital, 
being  a veteran  of  the  Korean  war. 

Since  that  time  he  has  been  moved  three  times  by  the  VA. 
My  sister  has  no  choice  as  to  where  he  is  placed,  unless  she 
takes  him  home,  an  impossible  situation.  I often  wonder  how 
he  must  feel  too,  being  told  where  he  will  be,  wanting  to  be 
near  his  family,  yet  knowing  they  are  unable  to  do  otherwise 
financially . 

The  day  my  sister  took  him  to  the  VA  hospital  for  the 
first  time  was  a devastating  experience  for  her.  There  were 
so  many  mixed  emotions;  fear  for  his  safety  and  that  of  the 
children,  mixed  with  the  feeling  that  he  might  think  she  was 
abandoning  him,  wondering  if  there  were  any  alternatives  she 
might  have  missed,  being  separated  permanently  from  her  hus- 
band of  19  years.  She  felt  she  had  to  carry  this  load  alone, 
not  discussing  these  feelings  with  her  children,  knowing  some- 
day she  might  be  going  through  the  same  thing  with  some  of 
them  and  not  wanting  them  to  feel  they  would  be  a burden  to 
her. 
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My  sister  has  tried  to  impress  upon  her  children  that  they 
m.ust  not  have  children  of  their  own,  but  the  young  are  so  sure 
nothing  can  harm  them.  Their  first  grandchild  is  due  to  arrive 
very  soon. 

Recently,  the  VA  has  said  they  can  no  longer  continue  to 
care  for  my  brother-in-law,  saying  the  SRS , or  Welfare  Program, 
should  nov7  carry  the  financial  burden.  The  SRS  says  that 
before  they  will  consider  doing  so,  my  sister  must  surrender 
her  husband's  insurance  policies,  the  only  financial  security 
he  was  able  to  provide  for  the  future  of  his  wife  and  children, 
since  he  purchased  them  before  the  onset  of  H.D.  At  this  point 
she  does  not  know  who  will  care  for  him,  where,  or  for  how 
long.  The  emotional  strain  of  this  situation,  which  seems  to 
arise  about  every  6 months , is  tremendous  for  her  and  the 
chi Idren . 

The  need  for  more  education  in  the'  medical  profession 
about  H.D.  is  evident.  After  several  years  of  treatment  at 
the  K.U.  Medical  Center,  following  the  definite  diagnosis  of 
the  disease,  and  the  doctors  there  saying  he  should  be  hos- 
pitalized, the  VA  doctors  stated  they  could  find  nothing 
seriously  wrong  with  him.  After  one  transfer  the  doctors 
checked  back  where  he  was  formerly,  only  to  be  told  they  had 
no  record  of  his  having  H.D. 

The  spouse  of  a victim  of  H.D.  finds  herself  or  himself 
in  a "limbo"  situation.  They  are  married,  yet  alone,  with 
more  than  the  average  responsibilities,  and  without  the  sup- 
port and  encouragement  of  their  mate.  Unless  they  decide  to 
run  away  from  these  responsibilities,  they  continue  in  this 
situation,  often  for  years  and  years,  unable  to  make  any  change 
which  might  help  them  find  a more  rewarding  life.  Although 
they  can  take  comfort  in  knowing  they  are  fulfilling  their 
duties,  there  is  little  comfort  in  that  knowledge,  when  loneli- 
ness is  such  a constant  companion.  Added  to  this  is  the 
terrible  sadness  they  experience  in  seeing  the  person  they 
love  deteriorating,  and  knowing  that  the  future  may  hold  the 
same  fate  for  their  children.  There  seems  to  be  no  end  to 
the  capacity  for  tragedy  in  the  H.D.  family. 

From  my  knowledge  of  this  particular  family's  problems, 

I would  think  that  some  kind  of  counseling  to  help  these  fam- 
ilies find  adequate  care  for  their  loved  ones,  that  is  finan- 
cially within  the  reach  of  the  average,  or  lower,  income 
family,  would  follow  closely  behind  the  need  for  continuing 
the  search  for  a cure  for  H.D.  and  genetic  counseling. 
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Ar;'  iN’YMoUS 

ALINA,  KANSAS  APRIL  24,  1977 


I am  a 40-year-old  woman  employed  as  a secretary.  I am 
married  to  a 47-year-old  man  who  has  H.D.  We  have  six  chil- 
dren, ages  14  to  19.  It  has  been  around  10  years  or  more  since 
We  first  noticed  the  symptoms  of  H.D.  He  is  the  fifth  of  his 
family  of  eight  to  contract  this  disease.  His  father  had  it 
and  died  at  the  age  of  50. 

My  husband  had  an  excellent  job  for  20  years.  He  was 
the  postmaster  in  a small  town  and  loved  it  and  the  people. 

It  was  a hard  decision  for  him  to  give  up  his  job,  but  he 
knew  it  was  inevitable.  He  had  to  retire  mostly  because  of 
his  mental  rather  than  physical  incapabilities.  Ironically, 
his  brother  died  from  H.D.  the  very  day  my  husband  retired. 

After  he  retired  he  was  able  to  stay  at  home  for  a year  before 
his  doctors  at  K.U.  Medical  Center  recommended  that  he  be  hos- 
pitalized. He  has  been  hospitalized  for  the  past  2 years. 

He  first  went  to  a VA  hospital  for  1 year.  The  second  year 
he  has  been  in  a nursing  home  in  our  city  to  be  near  us  but 
paid  for  by  the  VA.  Now  he  is  back  in  the  VA  hospital,  not 
sure  where  he  will  be  sent  next.  The  VA  medical  doctors  do 
not  think  his  physical  condition  has  deteriorated  enough  that 
he  should  be  admitted  to  the  VA  hospital  as  a permanent  patient, 
yet  there  are  no  funds  to  keep  him  in  the  nursing  home  either. 

The  VA  wants  the  Social  Rehabilitation  Service  to  help  pay  the 

bill  now  and  the  SRS  says  he  is  not  eligible  because  of  the 
cash  value  of  his  life  insurance  policies.  I've  talked  to 
both  parties,  explaining  I am  not  financially  able  to  pay  his 
bill  at  the  nursing  home,  but  I have  the  feeling  neither  theVA  nor 
SRS  seems  to  be  satisfied  with  this  statement.  The  frustrations 
of  finding  a place  for  my  husband  have  been  almost  more  than 
I can  take.  I do  believe  the  VA  and  SRS  think  I should  take 
him  into  my  home  and  care  for  him,  but  after  the  recommendation 
of  his  doctors  that  he  be  placed  in  a hospital  for  our  safety 
and  his,  I cannot  see  how  this  would  be  right. 

I do  realize  that  my  husband  is  my  responsibility  but  I 

also  know  that  our  financial  situation  makes  it  impossible  for 
me  to  stay  home  and  care  for  him.  I had  a secretarial  job 
that  I loved,  but  when  my  husband  was  hospitalized  I gave  it 
up  and  moved  the  six  children  and  I to  a bigger  city  to  be 
closer  to  my  husband  and  where  there  would  be  better  job 
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opportunities  for  all  of  us.  It  was  hard  for  all  of  us  to 
leave  our  home  and  friends  of  so  many  years,  but  it  was  a 
sacrifice  we  knew  we  had  to  make  for  our  husband  and  father. 
When  you  have  six  children  the  bills  and  problems  are  over- 
whelming. Three  of  the  children  have  part-time  jobs  which 
help  pay  their  small  expenses  but  in  no  way  can  help  me  with 
the  household  expenses.  Two  of  the  children  will  be  entering 
college  this  fall  and  need  to  earn  some  money  for  their  educa- 
tion. Our  oldest  daughter  is  married  and  is  soon  to  have  a 
baby.  I asked  my  daughter  and  husband  to  seriously  consider 
not  having  a family,  but  young  people  in  love  seem  to  think 
they  can  overcome  all  problems,  if  they  even  exist  at  all. 

There  should  be  more  counseling  on  H.D.  for  the  H.D.  victims 
and  especially  for  the  children  of  the  victims.  I only  wish 
I had  known  20  years  ago  what  I know  now.  My  children  have  no 
idea  what  a heartbreaking  experience  it  is  to  take  your  spouse 
to  a hospital  and  leave  them  knowing  that's  where  they  will 
spend  the  rest  of  their  life.  The  loneliness  is  sometimes  so 
overwhelming  you  wonder  why  you  want  to  go  on  living.  It's 
almost  like  being  a widow  and  yet  after  the  initial  shock  wears 
off  a little,  a widow  can  try  to  make  a new  life  for  herself. 

I do  not  feel  that  I can,  I still  have  a husband  and  he  comes 
first  in  my  life.  The  children  are  a consolation  and  help  the 
loneliness  but  cannot  fill  the  void  of  a wife  being  separated 
from  her  husband.  One  keeps  in  mind  that  surely  a cure  will 
soon  be  found.  Maybe  not  in  time  to  save  my  husband  but  hope- 
fully in  time  for  my  six  children  and  grandchild. 

It  is  tragic  that  H.D.  strikes  the  victims  at  the  prime 
time  of  their  life.  They  are  usually  established  in  their 
jobs,  have  families,  and  a home.  Think  what  it  must  do  to 
them  emotionally  to  give  it  all  up,  what  they've  worked  so 
hard  for,  all  for  nothing.  They  are  doomed  to  spend  the  rest 
of  their  life  suffering.  It  is  hard  to  watch  your  children 
grow  and  listen  to  them  make  plans  for  their  future,  wondering 
all  the  time  if  they  will  be  lucky  enough  to  have  a future  or 
will  they  spend  their  later  years  suffering  as  their  father  is. 

I think  our  biggest  problem  in  the  fight  against  H.D., 
next  to  a cure,  is  to  get  counseling  for  the  families  of  H.D. 

We  want  to  stamp  out  H.D.  but  we  need  a lot  of  help  from  others 
Surely  the  time  has  come  when  H.D.  will  be  looked  on  as  a dis- 
ease to  be  conquered  and  not  shoved  in  the  cl  >set  to  be  endured 
We  need  moral  support  and  counseling  to  help  us  sustain  the 
heartaches  of  H.D.  We  need  money  to  finance  research  and  for 
the  care  of  H.D.  victims.  Hopefully,  with  the  help  and  support 
of  others,  we  will  soon  overcome  Huntington's  disease. 
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In  regard  to  informing  you  of  the  tragedy  of  Huntington's 
I.  you  must  understand  that  there  is  a great  initial 

I yrhological  barrier  that  must  be  overcome  by  each  of  us  who 
' ly  (<ne  day  discover  ourselves  to  be  burdened  with  this  dis- 
’ ' Admitting  to  ourselves  that  we  may  actually  spend  over 

hilf  our  lives  in  such  a helpless  condition  and  then  summoning 
^n‘•  courage  to  place  our  feelings  on  paper  before  the  Commis- 
i -n  requires  another  reexamination  of  our  past  and  present 
lives.  This  reexamination  and  the  ultimate  projection  of  our 
h'M  . -5  for  the  future  are  always  somewhat  tempered  by  the  reali- 
.•ation  that  we  may  not  have  a future.  Through  the  efforts  of 
■"'"HD  many  people  have  been  able  to  summon  the  power  to  over- 

that  barrier  and  present  to  you  the  difficulties  they've 
••ncountered  as  a result  of  the  ominous  presence  of  this  horrid 
disease.  Please  keep  in  mind  that  there  are  many  more  victims 
and  prospective  victims  who  are  reluctant  to  come  before  the 
public  and  discuss  pr  ems  they  consider  as  family  matters 
that  should  not  ext  eyond  family  bonds.  Perhaps  another 

letter  to  your  Commi  sion  will  aid  you  in  pursuing  the  continued 
research  for  a possible  cure  of  Huntington's  disease. 

The  presence  of  H.D.  in  the  family  is  much  like  the  disease 
itself.  The  children  are  aware  of  the  presence  of  something  odd 
or  peculiar  about  a family  member  but  don't  really  understand 
all  that  is  going  on  until  they  are  old  enough  to  consider 
raising  their  own  families  and  are  faced  with  the  innumerable 
questions,  moral,  social  and  practical,  that  must  be  considered. 
With  the  disease, one  progresses  through  life  for  a certain 
period  before  coming  to  grips  with  the  realization  that  he 
actually  could  be  spending  the  last  years  of  his  independent 
life  in  his  early- or  mid-thirties.  Just  as  the  presence  of 
the  disease  in  the  individual  is  unknown  at  first  and  gradually 
grows  to  consume  one's  entire  existence,  so  does  one  lead  his 
life  repressing  the  possibility  of  H.D.  until  things  that  are 
really  important  in  life  must  be  considered  and  learning  that 
it  might  be  better  not  to  partake  of  life  quite  so  fully. 
Questions  never  considered  quite  so  seriously  become  of  primary 
importance  and  are  being  considered  and  reflected  upon 
continually  with  every  new  occurrence  and  are  evaluated. 
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with  the  spectre  of  H.D.  lurking  in  the  background.  Does 
the  person  really  want  to  form  close  bonds  with  friends  and 
business  associates  knowing  what  a burden  he  may  become  to 
his  true  friends?  Does  he  want  to  subject  his  family  to  the 
ostracism  that  results  from  the  lack  of  compassion  or  under- 
standing from  neighbors  and  distant  relatives?  Indeed,  does 
he  want  to  risk  a few  years  of  happiness  in  family  rearing 
and  pass  on  untold  years  of  misery  for  his  loved  ones? 

Questions  such  as  these  and  the  emotional  strain  of 
seeing  a relative  once  so  alive  and  happy  brought  to  such  a 
state  affect  the  total  outlook  and  life  of  anyone  connected 
with  H.D.  Whatever  activity  one  is  engaged  in,  there  is 
always  the  realization  in  the  back  of  his  mind  that  this  might 
be  the  last  time  he  can  do  this  and  really  know  and  experience 
it  fully. 

Perhaps  those  of  us  faced  with  Huntington's  disease  are 
able  to  discern  more  clearly  the  joy  of  a free  and  independent 
life  taken  for  granted  by  so  many  in  relatively  good  health. 

To  live  without  the  constant  emotional  drain  and  dread  result- 
ant from  the  presence  or  possibility  of  the  emergence  of  H.D. 
must  be  a truly  liberating  feeling  that  one  connected  with  an 
H.D.  victim  will  never  know. 

Therefore  as  a possible  H.D.  victim  and  representative 
of  this  family  group,  I urge  you  to  fund  and  continue  funding 
research  for  the  cure  of  Huntington's  disease. 
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Information  on  how  to  obtain  additional  copies  of  the  Commission’s  reports  is  available  from: 


National  Institute  of  Neurological  and  Communicative  Disorders  and  Stroke 
Office  of  Scientific  and  Health  Reports 
Building  31,  Room  8 AOS 
Bethesda,  MD  20014 
(301)496-5751 
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Amazing  Help. 

http://nihlibrary.nih.gov 


ition  about  Huntington’s  disease  is  also  available  from  the  NINCDS  office 
ve,  as  well  as  from  the  following  voluntary  health  organizations: 


gton’s  Disease  Hereditary  Disease  Foundation 

9701  Wilshire  Blvd. 

Beverly  Hills,  CA  90212 
Telephone:  (213)274-5443 


1 0 Center  Drive 
Belhesd.i,  MD  20892-1150 
J01-49b-108U 


National  Huntington’s  Disease  Association 
Lakewood  Center  North  Building  #431 
14600  Detroit  Ave. 

Cleveland,  OH  44107 
Telephone:  (216)226-2213 
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